CHAPTER 8

DERMATOMYOSITIS (M33)

Defne OZKOCA!

REMEMBER

Dermatomyositis (DM) is a multisystem, autoimmune connective tissue disease.

While the possibility of underlying malignancy is high in adults (approximately 40%), this situa-
tion is not expected in the pediatric age group.

The female/male ratio is 2/1 in DM.

Typical violaceous skin rash, heliotrope rash, Gottron papules (atrophic dermal papules of der-
matomyositis), Gottron sign, Keining sign, photosensitivity, shawl sign, calcinosis cutis, poikil-
oderma, erythema, nail fold changes, alopecia, Raynaud’s phenomenon can be observed during
disease course.

Erythematous scaly lesions resembling psoriasis or seborrheic dermatitis may be detected on the
scalp.

Painful fissures may develop in the fingers and impede movement: The mechanic’s hand.

Nail fold changes such as capillary enlargement and increased folding can be detected, thus capil-

laroscopy should be performed in every patient. In addition, periungual changes can give an idea
about disease activity, treatment response, and/or internal organ involvement.

Patients with DM may experience itching.

Muscular involvement is usually occurs as symmetric extensor proximal myopathy, but it is not
essential for diagnosis. The amyopathic form of the disease should not be forgotten.
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Gastroenterology

» The musculature of the gastrointestinal tract
may be also involved in dermatomyositis.
Weakness of the striated muscles esophagus
is probable and this may cause difficulty in
swallowing. In the presence of any symp-
toms, patients should be consulted with a
gastroenterologist.

Neurology

>  Evaluation of muscle weakness due to mus-
cle involvement is important. Proximal, and
symmetrical involvement is expected in
DM. Electromyography (EMG) can be per-
formed to aid the diagnosis.

» The only definitive way to demonstrate in-
flammation within the muscle is a muscle
biopsy.

» Dermatomyositis can also lead to peripher-
al neuropathy. In case of doubt, the patient
should be evaluated by a neurologist.

Physical Medicine and
Rehabilitation (PM&R)

> Both the disease itself and systemic corticos-
teroids, which are frequently used in treat-
ment, can cause proximal muscle weakness.
Therefore, cooperation with PM&R special-
ists is essential for strengthening the proxi-
mal muscles.

Pulmonary Diseases

» If the pharynx muscles are involved, there
may be voice disorders.

» In some cases, there may be respiratory
tract disease with very serious involvement
such as acute respiratory distress (ARDS),
and diffuse interstitial fibrosis.

» Very rarely, pulmonary hypertension may
develop. Patients should be followed for
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these aspects, and a pulmonologist should
be consulted when necessary.

Cardiology

» There may also be involvement of the heart
muscle (myocarditis). Rhythm problems such
as bradycardia and tachycardia may occur.

» Serious involvements such as cardiomegaly,
congestive heart failure, and bundle branch
blocks may be observed and require evalua-
tion by a cardiologist.

Clinical Pharmacology

» DM can sometimes be triggered by some
drugs such as hydroxyurea, statin group li-
pid lowering agents, penicillamine, and cy-
clophosphamide. Patients should be ques-
tioned the culprit drugs.
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BOLUM 8

DERMATOMIYOZIT (M33)

Defne OZKOCA!

HATIRLA

Dermatomiyozit (DM), multisistemik ve otoimmiin bir bag doku hastaligidur.

Erigkinlerde altta yatan malignite olasiig1 yiiksek iken (yaklasik %40) pediatrik yas grubunda bu
durum beklenmez.

Hastalik goriilme sikliginda kadin/erkek orani 2/1’dir.

Hastalarda tipik viyolase deri dokiintiisii, heliotrop ras, Gottron papiilleri (dermatomiyozitin at-
rofik dermal papiilleri), Gottron belirtisi, Keining isareti, fotosensitivite, sal belirtisi, kalsinosiz
kutis, poikiloderma, eritem, tirnak yatag: degisiklikleri, alopesi, Raynaud fenomeni izlenebilir.
DM’li bireylerin sagh derisinde psoriazis veya seboreik dermatite benzeyen eritemli-skuamh
plaklar saptanabilir.

El parmaklarinda agrili fissiirler gelisebilir ve hareketi engelleyebilir: makinist eli.

Kapiller genisleme ve kivrimlanma artis1 gibi periungual degisiklikler goriilebilir ve kapilleros-
kopik muayene mutlaka yapilmalidir. Ayrica periungual degisiklikler hastalik aktivitesi, tedavi
cevabi ve/veya ig organ tutulumu gibi durumlar hakkinda fikir verebilir.

Dermatomiyozitli hastalarda kasint1 goriilebilir.

Kas tutulumu simetrik ekstansor proksimal myopati seklindedir ancak tan1 i¢in sart degildir. Has-
taligin amyopatik formu oldugu da unutulmamalidir.
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gili kaslarinda da zayiflik goriilebilir ve bu
durum yutma giigliigiine sebep olabilir.
Semptomatik hastalar bu agidan degerlen-

dirilmelidir.

Noroloji

» Kas tutulumuna bagl kas giigsiizliigtintin
degerlendirilmesi 6nemlidir. Dermatomi-
yozitte proksimal ve simetrik tutulum bek-
lenir. Taniya yardimer olarak elektromiyog-
rafi (EMG) yapilabilir.

» Kasta inflamasyonu gostermenin tek kesin
yolu kas biyopsisidir.

» DM periferik noropatiye de yol agabilir.
Stiphe durumunda hastalar noroloji uzmani
tarafindan degerlendirilmelidir.

Fiziksel Tip ve Rehabilitasyon (FTR)

> Hem hastaligin kendisi hem de tedavide sik-
likla kullanilan sistemik kortikosteroidler
proksimal kas giigsiizliigii ile sonuglanabilir.
Bu nedenle proksimal kaslarin giiglendiril-
mesi i¢cin FTR uzmanlari ile isbirligi sarttir.

Gogus Hastaliklari

» Farinks kaslarinda tutulum olursa ses bo-
zukluklar1 meydana gelebilir.

> Bazi vakalarda akut respiratuvar distress
(ARDS) ve diffiiz interstisyel fibrosis gibi
gok ciddi tutulumlarin olabildigi solunum
yolu hastalig1 olabilir.

» Cok nadir olarak pulmoner hipertansiyon

gelisebilir. Hastalar bu yonlerden takip edil-
meli ve gerekli uzmanina danisiimalidir.

Kardiyoloji

» Dermatomiyozitin seyrinde kalp kasinda da
tutulum olabilir (myokardit). Bradikardi ve
tagikardi gibi ritm problemleri izlenebilir.
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» Kardiyomegali, konjestif kalp yetmezligi ve
dal bloklar1 gibi ciddi tutulumlar goriilebilir
ve kardiyoloji uzmani tarafindan degerlen-
dirmeyi gerektirir.

Klinik Farmakoloji

» Dermatomiyozit bazen hidroksitire, sta-
tin grubu lipit diigiiriiciiler, penisilamin ve
siklofosfamid gibi bazi ilaglar tarafindan da
tetiklenebilmektedir. Hastalar bu ilaglarin
kullanimi agisindan sorgulanmalidir.
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