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There is presently a lack of common standards and formal
guidelines for diagnosis and care of neuromuscular disor-
ders (NMDs). Such guidelines are of importance because it
is difficult for health professionals to acquire the necessary
knowledge about all aspects of the diseases, and because
families should be offered the most informed treatment and
counselling no matter where they live.

Further, trials of new treatments for NMDs will not yield
interpretable results if levels of diagnosis and care are not
standardised. For this reason, a major task for the TREAT-
NMD network of excellence for neuromuscular disorders
(www.treat-nmd.eu) is to develop best practice guidelines
for laboratory diagnosis of neuromuscular disorders, and to
harmonise and develop standards of diagnosis and care.

A reference document for Standards of Care for Spinal
Muscular Atrophy (SMA) has been produced in close collabo-
ration with the International Standard of Care Committee

for SMA (ICC). A consensus report was published in J Child
Neurol 2007:22:1027. User friendly versions of the article are
available in several languages on the TREAT-NMD website
(www.treat-nmd.eu/soc).

Work to develop a reference document for Standards
of Care for DMD is being carried out in close collaboration
with the Centre for Disease Control (CDC, Atlanta, USA) and
this reference document will be published in a major inter-
national journal in 2009. Before this document is published,
TREAT-NMD has been working to get existing information
summarised and out into the public domain. A group of
experts, primarily co-authors of existing DMD management
guidelines, have produced a brief summary of standards of
care recommendations for diagnosis and management of
DMD (www.treat-nmd.eu/soc). It is now a TREAT-NMD aim
to extend this work to limb-girdle muscular dystrophies and
congenital muscular dystrophies, as well as to other NMDs.

Tomac CoopceH, pykogodumesb HANPasieHUs cmaHoapmu3ayuu u okasaHusa nomouwu 8 TREAT-NMD
OTpeneHune eHCKOro 1 JeTCKOro 340poBbsA, Heponeanatpuyeckuin otgen, KaponuHckun nunctutyT (Ctokronbm, Lseunn)

CTaHAapTbl AMArHOCTUKU U OKa3aHUA Nomolyu 60/bHbIM, CTpaAalowWw M MbilieyHoN anctpodueir [ioweHHa
1 CNNHaNbHOW MbllIeYHOU aTpoduen

B HacToAlee BpemA cyuecTByeT mMano npocTbiX CTaHAAPTOB
1 popMasnbHbIX AUPEKTUB, KAaCAOWUXCA ANATHOCTUKM N OKa3aHuA
nomowyn 60bHbIM C HEeNPOMbILEYHbIMY 3aboneBaHusammn (HM3).
Takme UPeKTMBbI ABNAIOTCA BaXKHbIMY, Tak Kak npodeccrmoHanam
B Pa3finyHbIX 0611acTAX OXPaHbl 3OPOBbA CIOXHO MprobpeTaThb
HeobOXoAMMble 3HaHWA, KacatoLmeca BCexX acneKToB 3TUX 6onesHer,
1 MOTOMY, YTO CEMbAM HEOOXOAMMO MPEeANoOXUTb ONTUManbHoe
neyeHmne 1N COBETbl HE3aBMCUMO OT TOTO, FAE OHU XKUBYT.

B panbHeilwemM McnblTaHWA HOBbIX CMOCO6OB nevyeHus
HelipOMBbILLIEYHbIX 3a601eBaHNIN He GyAYT NPaBMIIbHO UCTOSIKOBaHbI,
eCcnn ypoBeHb AMArHOCTUKM 1N OKa3aHWA MOMOLLM OCTaHeTCA He
CTaHfapTU30BaHHbIM. [10 3TON NpUYMHE rNaBHbIM 3ajaHneMm
nna TREAT-NMD (coobuecTBO oKa3aHUA BbICOKOKAUYECTBEHHOM
nomown 60nbHbBIM C HENPOMbIWEYHbIMY 3abonieBaHUAMM)
(www.treat-nmd.eu) ABnAeTCA pa3BUTUE NYULLNX NPAKTUYECKUX AN-
PeKTMB 1 CTaHLAPTOB TAGOPATOPHON ANArHOCTUKIN HEAPOMBILLEYHbIX
3ab0neBaHNii, a TakKe AaNbHelllee YCOBEPLUEHCTBOBaHME CTaH-
[apTOB KAMHWYECKOW AMArHOCTUKN U OKa3aHWA MOMOLYN.

Ba3oBblii AOKYMeHT «CTaHAapTbl OKasaHWA NOMoLY 60MbHbIM
CO CMWHAJIbHON MblLLEYHOW aTpoduen» ABNAETCA pe3ynbTaToM Tec-
HOro COTpyAHNYecTBa ¢ MexxayHapogHbIM KOMUTETOM CTaHAAPTOB

OKa3aHMA NoMOLYM 6OJIbHBIM CO CMMHAJIbBHBIMU MbILLEYHBIMU aTPO-
duamn. loknag no BbipaboTaHHOMY KOHCEHCYCY 6bls1 ONy6nKoBaH
8 J Child Neurology 2007: 22: 1027. locTynHble AnA nosib3oBaTtenei
BEPCUUN CTAaTbM Ha HECKONbKMX fA3blKax pa3MelleHbl Ha BebcanTe
TREAT-NMD (www.treat-nmd.eu/soc).

PaboTta no co3pgaHuto CTaHZapTOB OKa3aHUsA NMOMOWM Mpu
NPOrpeccnpyoLLnX MblleYHbIX ANCTPODMAX NPOBOAUTCA B TECHOM
coTpyaHuyecTse ¢ LleHTpom KoHTponA 3a 3aboneBaHuamy (ATnaHTa,
CLLUA) n poKymeHT 6yaeT ony6nmMKoBaH B KPYNHOM MeXAYHapOAHOM
XypHane B 2009 rogy. [lo ny6nukaumm 3toro fokymeHTta TREAT-NMD
npopomKaeT paboTaTtb, YToObl 0606WINTb NHGOPMALMIO, CAenaTb
BbIBOAbI U BbINYCTUTb UX A/1A LUMPOKOI oblecTBeHHOCTU. [pynna
3KCMepTOB — COABTOPbI paHee BblleAWNX CTaHAAPTOB yxoha 3a
60NbHBIMY C MblleyHoW AncTpoduen [oweHHa NoaBenu UTor,
0606WWMB pa3nnMyHble peKoMeHZauun No OKasaHW MOMOoLLM
(www.treat-nmd.eu/soc). Cenvyac uenbio TREAT-NMD saBnsaetcs
pacwupeHne 3Tol PaboTbl HA KOHEYHOCTHO-MOACHYI GopMy
MblLIEYHbIX ANCTPODUIN U BPOXKAEHHYIO MbILLEYHYO AUCTPOodUIo,
KaK 1 Ha apyrue HepBHO-MbILWEYHble 3aboneBaHunsA.
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WHOLE-BODY NMR IMAGING OF NEUROMUSCULAR DISORDERS

Diagnosis of inherited muscular disorders is complex due
to the important genetic heterogeneity and to the presence
of clinical overlap. Recent studies show that cartography
of muscular involvement in inherited muscular disorders
can sometimes be highly selective and a helpful diagnostic
tool in certain neuromuscular disorders. This cartography is
based on changes resulting from fat infiltration into muscu-
lar mass and decrease of muscular volume, quite variable
from one muscular group to another, but also from one

muscle to another, even within the same functional group.
Consequently, it seems that accurate identification of in-
volved muscles provides useful information for comprehen-
sion of severity of the disease. Clinical appreciation of the
involved muscles may not be as precise as medical imaging
data. Electromyography (EMG), computed tomography (CT)
or ultrasound (US) study muscles, but they are either too
invasive, expose the patient to ionising radiation or are not
sensitive enough to identify different muscles. Because of its
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