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The Problem of Classification
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DM y PM: Enfermedades Distintas
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Aparece una nueva Mll: la MCI esporadica...




...y aun otra mas, la miopatia necrosante inmunomediada
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Son enfermedades sistémicas...

FIGURE 2. Mechanie's
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. Y autoimunes

- anti-p155 (TIF1y)
- anti-CADM (MDAD5)

- anti-HMGR

- anti-NXP2

- anti-43 kD (TDP-43, cN1A)




Variantes clinicas

Dermatomiositis
amiopatica

Sindrome Antisintetasa

Miositis Necrosante
Inmunomediada




...It is said that there is an increased association with neoplasia.

Risk of cancer in patients with dermatomyositis or polymyositis.
A population-based study. N Engl J Med. 1992; 326:363-7
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Nuevas opciones terapéuticas

Inmunodepresores (MTX, AZA)

Inmunomoduladores (antagonistas de la calcioneurina: tacrolimus, ciclosporina)

Inmunoglobulinas e.v.

Terapias bioldgicas (ensayos de signacion aleatoria y controlados con placebo)

. Etanercept Wk0  Wk1 Wk 8 Wk 9
| Wka Wk 12 Wk 44
Screen Rituximab l Placebo lp vly
- Estudio RIM (rituximab) Rtx Eary |/ piacebocontrotied Whks 12 - 44
Rox Late | Double Blind Phase g < dy b
] Placebo | Rituximab




Fact, Fancy, and Fiction (1975)

...An extensive work-up for neoplasia must be performed in any patient diagnosed as
having polymyositis or dermatomyositis...




Fact, Fancy, and Fiction (2013)

...an association between dermatomyositis and neoplasia...

...The relative frequencies of polymyositis and dermatomyositis have been
established...

...The muscle biopsy in patients with dermatomyositis and neoplasia may be unusual
in lacking inflammatory cells and phagocytosis, despite profound necrosis of
muscular fibers...

...The natural history of polymyositis and dermatomyositis is known...

...An extensive work-up for neoplasia must be performed in any patient diagnosed as
having polymyositis or dermatomyositis...




Miopatias Inflamatorias Idiopaticas

“...si no sabes a donde vas, tampoco sabrds que has llegado...”

Alicia en el Pais de las Maravillas
Lewis Carroll, 1865




Innumerables interrogantes...

éCual/es son los principales agentes
etiolégicos?

¢ Qué mecanismos actuan en la produccion
de la enfermedad?

éCudl/es son los tratamientos de eleccién y
en que situaciones?

éQue papel desempenan los nuevos
autoanticuerpos descritos en estas
enfermedades?

Tratamiento

éUn mejor conocimiento de la bases
fisiopatologicas e inmunoldgicas de la
relacidon entre cancery
dermatomiositis, ayudara a curar el
cancer?




