CHAPTER 44

SCLERODERMA (M34.9)

Elif CETINKAYA!
Nazli CAF?

REMEMBER

Systemic sclerosis (=scleroderma) (SS) has skin-limited and systemic disease forms. Except for
the limited or diffuse cutaneous form, there is also a form of systemic sclerosis without skin in-
volvement (systemic sclerosis sine scleroderma). There is also a clinical picture that overlaps with
other autoimmune connective tissue diseases.

SS is a rare autoimmune connective tissue disease. It is characterized by fibroblast dysfunction
resulting in increased deposition of the extracellular matrix, vasculopathy in small vessels, and
formation of various autoantibodies.

The disease is more common in women, and in the black population. The prevalence SS is not
known precisely. It occurs most often between the ages of 30-50. However, SS may also be ob-
served in the pediatric age group.

SS has the potential to cause sclerotic changes to every organ where the skin and connective tissue
are present, and cause serious damage.

Etiology of SS has not been determined definitively. Genetic (some HLA loci) and environmental
factors may play a role in the etiology.

Raynaud’s phenomenon generally accompany the disease. The positivity of this finding is also a
risk factor for systemic involvement.
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lung disease due to skin involvement may
occur.

There is an increased risk of aspiration as
a result of impaired immunity and esoph-
ageal motility disorders, and involvement of
respiratory muscles causes susceptibility to
lung infections.

An elevated risk of lung cancer was detected
in patients having scleroderma.

It should also be kept in mind that secondary
lung diseases can be observed depending on
the cardiac involvement of the disease. For
all these reasons, patients with scleroderma
should be consulted with a pulmonologist.

Cardiology

Cardiac involvement may be a secondary
reflection of other internal organ involve-
ments (pulmonary hypertension), as well as
primary involvement of the heart.

Primary involvement includes myositis, car-
diac fibrosis, and failure, coronary artery dis-
eases, valvular heart disorders, and conduc-
tion disorders. Sudden cardiac death may
occur.

Pericardial involvement such as pericardi-
tis, pericardial effusion and/or pericardial
adhesions may also be observed. It is very
important for patients to be examined by a
cardiologist at the time of diagnosis, and at
regular intervals in terms of evaluation of
cardiac involvement.

Plastic and Reconstructive Surgery

Autologous fat grafting for facial scleroder-
ma may improve skin contour, and quality
by exploiting the anti-fibrotic and immu-
nomodulatory effects of components in the
transplanted adipose tissue. The technique
may be used in functional organs such as
the hand, and in limited diseases. Patients

should be evaluated by a plastic and recon-
structive surgeon.

Physical Medicine and
Rehabilitation

» Musculoskeletal pain, and/or dysfunction
are very common in patients with system-
ic sclerosis. Joint contractures may develop,
and early intervention is very essential in
this respect.

» Particularly, limitation of hand movements
due to hand involvement, decrease in grip
and grip strength can significantly impair
the patients’ activities of daily living, and it
may be necessary for the patient to be in-
cluded in hand rehabilitation, and occupa-
tional therapy programs.

» Exercise programs (musculoskeletal and
cardiopulmonary) and occupational therapy
should be applied to patients with a diagno-
sis of SS. Non-steroidal anti-inflammatory
drugs (NSAIDs), and low-dose corticoster-
oids may be beneficial for symptomatic pain
relief,

Psychiatry

» Depression, anxiety disorders, sleep dis-
orders, body image disorders, dysthymia,
and sexual dysfunction may be observed in
patients with systemic sclerosis. It has also
been shown in studies that psychotic, and
paranoid disorders are also increased in
this population. The patients should be as-
sessed by a psychiatrist.
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BOLUM 45

SKLERODERMA (M34.9)

Elif CETINKAYA!
Nazli CAF?

HATIRLA

Sklerodermanin (=sistemik skleroz) (SS) deri ile sinirli ve sistemik formlar: vardir. Sinirl veya
diftiiz kiitan6z formu disinda deri tutulumu olmaksizin da sistemik sklerozun oldugu form mev-
cuttur (sistemik sklerozis sine skleroderma). Diger otoimmiin bag dokusu hastaliklari ile ¢akisan
(overlap) bir klinik tablo da vardir.

SS nadir goriilen otoimmiin bag doku hastaligidir. Ekstraseliiler matriksin artmis depolanmasina
neden olan fibroblast disfonksiyonu, kii¢itk damarlarda vaskiilopati ve otoantikor olusumu ile
karakterizedir.

Hastalik kadinlarda ve siyahi popiilasyonda daha siktir. Hastalik prevalansi kesin olarak bilinme-
mektedir. En sik 30-50 yas arasinda ortaya ¢ikar. Ancak pediyatrik yas grubunda da goriilebilir.
SS deri ve bag dokunun oldugu her organda ciddi hasara yol acan sklerotik degisiklikler yapma
potansiyeline sahiptir.

Hastalik etyolojisi kesin olarak saptanamamuigtir. Genetik [bazi HLA lokuslari] ve ¢evresel faktor-
ler etyolojiye rol oynayabilir.

Raynaud fenomeni siklikla SS tablosuna eslik edebilir. Bu bulgunun pozitifligi sistemik tutulum
agisindan da risk faktoridir.
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Bozulmus immiinite ve 6zofagus motilite
bozukluklarina olarak aspirasyon riskinde
artis izlenir ve solunum kaslarinin tutulu-
mu akciger enfeksiyonlarina yatkinliga ne-
den olur.

SS’li hastalarda akciger kanserinde artmuis
risk saptanmustir.

Hastaligin kardiyak tutulumuna bagli oal-
rak sekonder akciger hastaliklari izlenebile-
cegi de akilda tutulmalidir. Téiim bu sayilan
nedenlerden dolay1 sklerodermali hastala-
rin gogiis hastaliklar1 uzmanida danigilmasi
gerekir.

Kardiyoloji

>

Kardiyak tutulum diger i¢ organ tutulum-
larinin sekonder yansimasi (pulmoner hi-
pertansiyon) olabilecegi gibi kalbin primer
tutulumu da hastalik seyrinde olasidir.
Primer tutulumlar arasinda miyozit, kar-
diyak fibrozis ve yetmezlik, koroner arter
hastaliklari, kalp kapak bozukluklar: ve ileti
bozukluklar: sayilabilir. Ani kardiyak 6lim
gergeklesebilir.

Perikardit, perikardiyal effiizyon ve/veya
perikardiyal yapisikliklar gibi perikardiyal
tutulum da ortaya ¢ikabilir. Kardiyak tu-
tulumun degerlendirilmesi agisindan has-
talarin kardiyolog tarafindan tani aninda
ve belirli araliklarla muayene edilmesi ¢ok

onemlidir.

Plastik ve Rekonstruktif Cerrahi

>

Yiizti tutan skleroderma igin otolog yag
grefti, nakledilen yag dokusundaki bilesen-
lerin anti-fbrotik ve immiinomodiilatér et-
kilerinden yararlanilarak deri konturunu ve
kalitesini iyilestirebilir. El gibi fonksiyonel
organlarda ve sinirli hastalikta kullanilabi-
lir. Plastik ve rekonstruktif cerrahi uzmani
tarafindan hastalar degerlenirilmelidir.

Fiziksel Tip ve Rehabilitasyon

>

Sistemik sklerozlu hastalarda kas-iskelet sis-
temi agrilar1 ve fonksiyon bozukluklar: gok
yaygindir. Eklem kontraktiileri gelisebilir ve
bu agidan erken miidahale ¢ok 6nemlidir.
Ozellikle el tutuluma bagli el hareketlerinde
kisitlanma, tutuma ve kavrama kuvvetlerin-
de azalma hastlarin giinlitk yasam aktivite-
lerini 6nemli 6l¢tide bozabilir ve hastanin
el rehabilitasyonu ile is ugras: terapisi prog-
ramlarina alinmasi gerekli olabilir.

SS tanisi alan hastalara egzersiz programlar:
(muskuloskeletal ve kardiyopulmoner) ve
is-ugras: terapileri uygulanmalidir. Steroid
olmayan anti-inflamatuar ilaglar (NSAI’ler)
ve diisiik doz kortikosteroidler agrida semp-

tomatik iyilesme a¢isindan faydali olabilir.

Psikiyatri

>

Depresyon, anksiyete bozukluklari, uyku
bozukluklari, beden alg1 bozukluklari, dis-
timi ve cinsel disfonksiyon sistemik skleroz-
lu hastalarda izlenebilir. Ayrica psikotik ve
paranoid bozukluklarin da artmis oldugu
yapilan ¢alismalarda gosterilmistir. Tiim bu
sayllan nedenlerden dolayr SS tanisi alan
hastalarin psikiyatri uzmani tarafindan de-

gerlendirilmesi ¢cok 6nemlidir.
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