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Symptomatic Management in Neuromuscular Disorders

Jeeyoung Oh
Department of Neurology, Konkuk University Medical Center

Neuromuscular disorders eventually result in various type of complications as well as progressive neurological deficits. Among them,
neuropathic pain or abnormal sensation and symptoms related with autonomic dysfunction reduce quality of life of the patients and
make them more distressed. This chapter will focus on the common and pharmacologically manageable symptoms facing in the
course of treatment of neuromuscular disorders, especially of peripheral neuropathies.
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Table 1. Currently recommended first line drugs for neuropathic pain

Drug Total daily dose Major adverse effects Contraindication
TCAs
Amitriptyline Car_diac_cond_uction block, Recovery_phase of n_1yocardia| infarction,
! 25-150 mg anticholinergic effects, arrhythmia, concomitant use of MAO-I,

Nortriptyline

orthostatic hypotension

porphyria

Concomitant use of MAO-|,
uncontrolled hypertension

SNRIs
Duloxetine 60-120 mg Nausea, constipation, anxiety,
Venlafaxine 150-225 mg sedation, dry mouth
Gabapentinoid
Gabapentin 300-3,600 mg Sedation, dizziness, edema
Pregabalin 75-600 mg blurred vision, weight gain

(number needed to treat) 2,5-4.29] £& 3= H IR
ey 2288 WIa IRAERL, Rl SlHol
$17] who) 3%, oln] A1) Bxbel Brlol vhs-
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o] FRAA F ZEAld e «208]7k=2] gabapentin®}
pregabalino] F=AHEET, WIEINFEF, 574 55

o] ApeFA| 2 FHEL} o] 5L T oA} s a-go] 7
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s w3l HH“EV] wizell Al7]se] Aate SAtolAl=
el Fersith. E9, oA, Fgo] &3t F2Rgoltt.
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Morphine, oxycodone, tramadols-0] A7AHEFol| A=
o1 QA ATl NNT 4.0-4.79] &322 ® ot L&
U FHZ veEAoA  fentanyl, oxycodone, hydro-
morphone B AW E o Bz o= 27} of#2
BERs Zog ARt o] & Tramadol acet-
aminophenzhe] BIAAZ Ashe 397} we, ok
tramadol o] 35 F7IA]7]7] wjEo]H thE nlekrlEA| 1
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Table 2. Treatment of orthostatic hypotension

Nonpharmacological treatment

Reduce or discontinue drugs that potentially induce clinical manifestation of OH

Avoid hot environments, carbohydrate-rich meals, alcohol
Avoid prolonged recumbence during daytime

Take in at least 8 g of NaCl daily

Provide water repletion, 2-2.5 I/day

Move to head-up position slowly

Sit on the edge of the bed for some minutes after recumbence
Use abdominal binders or compression stockings

Regular practice of isotonic exercises and swimming

Activate calf muscle whilst supine

Activate physical counter maneuvers (leg crossing with tension of the thigh, buttock and calf muscle — party

position — bending over forward, squatting)
Provide rapid cool water ingestion
Sleep with elevated bed head (20-30 cm)

Pharmacological treatment
Fludrocortisone acetate 0.1-0.2 mg/day
Erythropoietin 2575 U per kilogram three times a week

Desmopressin acetate nasal spray (10-40 pg/day) or per os (100-800 pg/day)

Midodrine 2.5-10 mg t.i.d.

Yohimbine 5.4 mg/day

Pseudoephedrine 30 mg t.i.d.

Pyridostigmine 60 mg/day

Ergotamine/caffeine 1 mg/100 mg/day

Octreotide subcutaneous 25-50 mcg/day, half an hour before a meal
Droxidopa 600 mg t.i.d.
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Figure 1. Recommended treatment of neurogenic lower urinary tract dysfunction®*

Level & extent of lesion, | peripheral Nerve Lesion
history and clinical Sacral Cord/cauda equina lesion

Suprasacral infrapontine lesion

Suprapontine cerebral lesion
Pontine lesion

assessment

Stable or progressive neurological disease

Specialised assessment

- Urodynamic testing (usually videourodynamics)
- Urinary tract imaging

Stress Ul due to

Incontinence associated with poor

Ul due to detrusor overactivity

Diagnosis Sphincteric bladder emptying due to detrusor
Incompetence underactivity/sphincter overactivity ~ With DSD No DSD
Conservative treatiment = Timed voiding -1C ) -IC+AM - Behavioural
- External appliance - a-1 antagonist -IDC + AM -IC+AM
- Straining - BONT-A detrusor +IC | - Triggered voiding
- IDC+ AM
- BONT-A detrusor® +1C
sl - Artificial sphincter - Intraurethral stent - SDAF +IC - Enterocystoplasty
Surgical treatment - Bladder neck sling - TUI spincter - SDAF + SARS (autoaugmentation)
- Autologous sling - BoNT-A to sphincter® - Enterocystoplasty

- Bulking agents
- Bladder neck closure

* At any stage of the care pathway, = (Midurethral ta pe)**

management may need to include
continence products

**If urethral hypermoblhty is the cause of SUI: the long-term risks
of tapes in the g lation are d

*Intravesical BoNT-A injections undertaken according to national
licensing. Sphincteric injections are not currently licensed

(autoaugmentation)

- Intraurethral stent

- TUI spincter

- BoNT-A to sphincter?

Stoma/diversion may be an option in selected cases

AM, antimuscarinics; BoNT-A, botulinum neurotoxin-A; DSD, detrusor sphincter dyssynergia; IC, intermittent catheterization; IDC,
indwelling catheter; PVR, postvoid residual; SARS, sacral anterior-root stimulator; SDAF, sacral deafferentation; TUI, transurethral

incision.
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