E

Introduction and Aim of the Study

INTRODUCTION

Systemic Lupus Erythematosus (SLE or lupus) is a
chronic inflammatory autoimmune disease of unknetiwlogy
that commonly affects women of childbearing agenifar to
many other rheumatological diseases, it has a hlarieourse
and outcome and is subject to periods of exacenbatnd
remission. Frequently affecting the musculoskelsyatem and
skin, lupus can also cause inflammatory changésakidneys,
lungs, heart and central nervous system. Lethanglyfatigue
are described as the most disabling of Systemicu&up
Erythematosus symptom@Balsamo & Santos, 2011).

In SLE, the immune system that protects the bodynfr
viruses and bacteria malfunctions and generatesaains that
attack healthy tissue. As a result, inflammation cacur in the
skin, muscles, joints, heart, lungs, kidneys, bleedsels and
the nervous system. Even though lupus can affent memen
and children of any aggEBertsias, Salmon & Boumpas,
2011).

The cause of SLE is still unknown, but researchers
believe it results from a combination of geneticdan
environmental factors. Some genes may predispose lupus,

while others may protect us. Similarly, some enwnental
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factors may trigger the onset of lupus, while atheray be
protective. The onset of clinical SLE may therefdoe
attributed to one combination of specific genes and
environmental factors in the absence of othé&tsrrfy, 2011.)

Nursing role for patients with SLE is primarily deyxed
on how to help those patients in adopting a hedifegtyle.
This includes healthy nutritional habits, exeragsikeeping an
ideal body weight, smoking cessation, healthy stepbabits
and a low-stress lifestyle. Additionally, medicasowill be
needed to bring SLE symptoms under control, idehtng
about a remission and help the patient manageehislisease.
Early treatment can reduce permanent tissue danaage
minimize the amount of time a person with SLE reggiihigh
doses of medicationgStohl & Jacob, 2011).

In Egypt it is reported that; aboutecases diagnosed
with SLE monthly are admitted to the rheumatologpartment
with different signs and symptom#nformation and Statistics
Center of Ain Shams University Hospitalf+ ! f). SLE occurs
nine times more often in women during their chilalieg years
(age 15 to 45) than in meiiDavid, 2011).

Self management is essential to managing lupus: Sel
management is what the client with SLE does toebetianage

their condition(s). Also it describes the stratsgi¢hat
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individuals use to manage the disease procesd, itary

emotional impacts of living with the condition, atige changes
that occur to every day living as a result of thendition.

This involves finding information, making decisioasd taking
action. ¢hang, Hochberg, Perlmutter, Tan, Cohen &
Medsger,2011).

Self-management does not mean that an indivichuak
manage their own health without any medical or theare
treatments or support. It does not necessarily nessaccess
to health care; sometimes it means more planneddaadted
care. It is a partnership between the patient aedhealthcare
professional with the aim of achieving desirablealtie

outcomes(Lorig, 2010).

Lupus awareness is important for the patient to be
educated about the symptoms of lupus in orderdotity when
flares are beginning. In the chronic phase of lupingse
symptoms may show up again and sighal start of another
flare. The patient who notices signs of flare candthem to
the attention of the physician who will do a cafefxamination
and order tests to check for other evidence. Whegltt at this
stage, a small increase in the dosage of medicatenbe all

that is necessaryDeCastro, Morales & Wagner, 2011).
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SLE self-efficacy has been shown to imeportant in
relation to human functioning in various areas,,argental and
physical health, human development, or coping with
environmental hazards or burglary. Self efficacgnsmportant
determinant of self -management behavior. Self-agament
involves a constant process of making behavioraicgls and
decisions. Self-efficacy expectations strongly uefice these
choices and decisions. Interventions to enhance- sel
management behavior and health functioning shoala@imed
at strengthening self-efficacy expectatiorf§vang & Osmond,
2010).

The fatigue of lupus can’t be ignored. It's muchreno
than just feeling tired. It can make getting outbad every
morning seem like climbing a mountain. Ordinaryk&gdlike
cooking dinner or doing the laundry, can seem imjds.
Fatigue is a symptom that others can’'t see, whielama they
may not understand how bad patient feels. Eveneygatient
may feels like no matter how much get rest, thegdat will
never go away. With lupus, medical conditions saslthronic
inflammation, anemia (a blood disorder), and certaedicines

often make fatigue even worseofg, 2010)

With close follow-up and the right treatment, most
people with lupus can expect to live a full andietlife.

However it can cause serious and even life-threagen
4




B

Introduction and Aim of the Study

problems in some cases. Many people with lupus Heares’,
periods when their symptoms get worse. ‘Flares’ kbappen
with no obvious cause. There is no way of knowihgirt
severity or how long they will last. They can ocamore
commonly during times of stress, or may be trigddog sun

exposure, infections, and pregnangyelve, 2010).

Significance of the Study:

Systemic Lupus Erythematosus is a complex disease t
diagnose, treat and manage. Patients should emgmta&ing
control of their lupus, and managing it. It is inm@amt that
patients are referred early for diagnosis and they are also
referred to members of the wider health professitgzan. Self-
management and patient empowerment enable patentake
informed choices about their lif@®avid, 2011).The systemic
Lupus Erythematosus self-management guidelinegpbadive
effects on the patients in reducing fatigue andregon and

improving knowledge, coping skills and self-effigac




B

Introduction and Aim of the Study

AIM OF THE STUDY

1. Assessing the needs of the patients with Systemic

Lupus Erythmatosus.

2. Planning and implementing self management
guidelines for patients with Systemic Lupus
Erythmatosus.

3. Evaluating the effect of the guideline on patients

with Systemic Lupus Erythmatosus self management.

Research Hypothesis:
The current study suggested four hypotheses:

1. The implementation of self management guideline
will affect the needs of the patients with Systemic
Lupus Erythmatosus

2. The implementation of self management guideline
will improve the general self efficacy of the patie
with Systemic Lupus Erythmatosus?

3. The implementation of self management guideline
will decrease the fatigue severity among the p&gien
with Systemic Lupus Erythmatosus?

4. The implementation of self management guideline
will increase the patients' awareness' regardirgy th

Systemic Lupus Erythmatosus?
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REVIEW OF LITERATURE

Systemic Lupus Erythematosus (SLE) is a chronic
inflammatory disease that has protean manifestatiand
follows a relapsing and remitting course. SLE opusl is a
systemic autoimmune disease (or autoimmune comesiissue
disease) that can affect any part of the body, roainly
involves the skin, joints, kidneys, blood cells,danervous
system. It is characterized by an autoantibody aesp to
nuclear and cytoplasmic antigen$iodkinson, Musenge &
Tikly, 2011).

As occurs in other autoimmune diseases, the immune
system attacks the body's cells and tissue, ragulin
inflammation and tissue damage. It is a Type Il
hypersensitivity reaction caused by antibody-immuaamplex
formation.(James, Watson, Gorgy, Tano & MacK,- « 9). SLE
most often harms the heart, joints, skin, lungspblvessels,
liver, kidneys, and nervous system. The coursd@fdisease is
unpredictable, with periods of illness (called dls)y alternating
with remissions(Syuto, Shimizu & Takeuchi, 2010).

SLE can be fatal; there is currently no cure, algio
with recent medical advances, fatalities are bengmi

increasingly rare. However, lupus can he very ssafody
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treated with appropriate drugs and most personé the
disease can lead active, healthy lives. Survivapfople with
SLE in the United States, Canada, and Europe & rio
approximately 95% at five years, 9% ) - years, and 78%t
Y .years(Lupus foundation of America, 2011).

Incidence and Prevalence of Lupus

Systemic Lupus Erythermatosus (SLE) is a disease of
multifactorial etiology. The incidence and prevaemof SLE
varies considerably across the countries. The luafethe
disease is considerably elevated among non wiatal igroups.
There is a trend towards higher incidence and peeca of
SLE in Europe and Australia compared to the USAIsTh
variability may reflect true differences across plagions. Also
it's estimated that active SLé&ontributes to about a third of
early deaths worldwidéSeawell & Danoff, 2010).

Lupus is most common in women of childbearing age,
but it can occur in men and women of any age. Axipnately
90%of patients with Systemic Lupus Erythematosus are
women. The rate of SLE varies considerably betveeemtries,
ethnicity, gender, and changes over time. In théaddnStates
the prevalence of SLE is estimated to be abeétiper I1O
translating to about'e4,.++out of Y. million people in the

US being affectedn Europe the rate is aboéit per Y+« ++»
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people. The prevalence of lupus varies widely, rapdgrom £
cases toYe. cases perd):+,:++. (Lupus Foundation of

America,r+ 1).

Pathophysiolgy of SLE

SLE is an autoimmune disorder characterized by
multisystem microvascular inflammation with the geation of
auto-antibodies. Although the specific cause of SlE
unknown, multiple factors are associated wité development
of the disease, including genetic, racial,. hornhorend
environmental factors. Many immune disturbance#) lomnate

and acquired occurred in SL@lendoza & Carrasco, 2011).

In Systemic Lupus Erythematosus, many genetic-
susceptibility factors, environmental triggers,igan-antibody
responses, B-cell and T-cell interactions, and imenclearance
processes interact to generate and perpetuatenmsmtmity.
(Asanuma, Annette & Ayumi, 2009)

Many clinical manifestations of SLE are mediated vi
circulating immune complexes in various tissueghar direct
effects of antibodies to cell surface componentamiine
complexes form in the microvasculature, leading to
complement activation and inflammation. Moreovaettilzody-
antigen complexes deposit on the basement membodusisn

and kidneys. In active SLE, this process has beafirmed by
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demonstration of complexes of nuclear antigens sisSCBNA,
immunoglobulins, and complement proteins at theses.s
(Paolo, 2009).

Etiology of SLE

There is no one specific cause of Systemic Lupus
Erythematosus. There are, however, a number of@mwiental
triggers, genetic susceptibilities, and some dregctions.
(Rhodes & Vyse, 2008).

1. Genetics triggers

The first mechanism may arise genetically. Research
indicates SLE may have a genetic link. SLE does irun
families, but no single causal gene has been iteshtinstead,
multiple genes appear to influence a person’s chaot
developing lupus when triggered by environmenteddes. The
most important genes are located in the HLA (hufeakocyte
antigen) region on chromosomewhere mutations may occur
randomly or may be inherited. HLA class |, classalid class
[l are associated with SLE, but only classes | Hrabntribute
independently to increased risk of SLE. Also thare other
genes which may contain risk variants for SLE sashIRF°
(interferon regulatory factor), and STATSignal Transducer
and Activator of Transcription)Y@ng & Zhao, 2009).

2. Environmental triggers

10
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The second mechanism may be due to environmental
factors. These factors may not only exacerbatetiegisSLE
conditions, but also trigger the initial onset. 8ashers have
sought to find a connection between certain infetiagents
(viruses and bacteria), but no pathogen can beistenfly
linked to the diseas€Graham, Barmak & Crow, 2010).

3. Drug reactions

Drug-induced Lupus Erythematosus is a (generally)
reversible condition that usually occurs in pedpdéng treated
for a long-term illness. Drug-induced lupus mimi&dE.
However, symptoms of drug-induced lupus generabggpear
once the medication that triggered the episodeojgped. More
than YAmedicationan cause this condition, the most common
of which are procainamide, isoniazid, hydralazigeinidine,

and phenytoin(Geoffrey Horn, 2008).

Types of SLE

Although lupus is used as a broad term, severalskof
lupus exist. There are four types of SLE as folloWse first
and fatal typeis; Systemic Lupus Erythematosus is the most
common form of the disease. The symptoms of SLE bwy
mild or serious according the affected body orgéRsbert &
Barmak, 2009).
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The second types; Discoid Lupus Erythematosus (DLE)

IS a chronic skin condition of sores with inflamioat and
scarring favoring the face, ears, and scalp anitnas on other
body areas. These lesions develop as a red, indlqaeh with
a scaling and crusty appearance. The center arapsappear
lighter in color with a rim darker than tim@rmal skin. When
lesions occur in hairy areas such as the beardcalp,s
permanent scarring and hair loss can occur. A gpeatlentage
of patients with discoid lupus can develop disea$ethe
internal organs, which can make the person.qi@eoffrey
Horn, 2008).

The third typeis; Drug-induced Lupus Erythematosus
(DILE); it is a variant of Lupus Erythematosus thasolves
within days to months after withdrawal of the cutlglrug in a
patient with no underlying immune system dysfunctiDILE
can arise months to years after exposure to dreggcpbed to
treat various medical conditions (e.g. antihypesiess,
antibiotics, anticonvulsants). The most common drulgat
cause DILE are hydralazine, procainamide, quinids@niazid,

diltiazem, and minocyclindRobert & Barmak, 2009).

The last typeis; Neonatal lupus is a rare form of lupus
affecting newborn babies of women with SLE or dertather
iImmune-system disorders. At birth, the babies reskin rash,

liver abnormalities, or low blood counts, whichak® entirely
12
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over several months. However, babies with neorapals may
have a serious heart defect. Physicians can nomtifigenost
at-risk mothers, allowing for prompt treatment bé tinfant at
or before birth. Neonatal lupus is very rare, arastmfants of
mothers with SLE are entirely healtffghodes & Vyse, 2008).

Signs and symptoms of SLE

.. Pleural Butterfly rash
= effusions gl

Heart J
problems. | ;

L Lupus
nephritis i L
symptarns: of
systemic lupus
erythematosus
may vary widely
with the ndividual

eArthritis

kRr

Rayrnauds

phenamenon

EALAM
Common symptoms of SLE. (Faizer, 2011)

Common initial and chronic complaints include fever
malaise, joint pains, myalgias, fatigue, and terapdoss of
cognitive abilities. Because they are so often seih other
diseases, these signs and symptoms are not patheof
diagnostic criteria for SLE. When occurring in aomgtion with
other signs and symptoms, however, they are comside
suggestive(Scheinfeld, DiCostanzo & Cohen, 2010).
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Dermatological manifestationsMany of patients with
SLE sufferers of some de symptoms, withY+to %:°:
suffering from the classic malar rash (or butterfiggish)
associated with the disease. Some may exhibit tinezk scaly
patches on the skin (referred to as discoid lupA&)pecia;
mouth, nasal, urinary tract and vaginal ulcers, Esibns on
the. skin are also possible manifestations. Tiaystén delicate
tissue around the eyes can occur after even mimuatdding.
(Gaipl, Kuhn & Sheriff, 2010).

Musculoskeletal manifestationsThe most commonly
sought medical attention is for joint pain, wittetimall joints
of the hand and wrist usually affected, althoudhoats are at
risk. The Lupus Foundation of America (+!+) estimates
more than 90% of those affected will experiencatj@nd/or
muscle pain at some time during the course of thigiess.
Unlike rheumatoid arthritis, lupus arthritis is $edisabling and
usually does not cause severe destruction of thesjdlakkim,
Furnrohr & Amann, 2011).

Fewer than ten percent of people with lupus arghwill
develop deformities of the hands and feet SLE pttiare at
particular risk of developing osteoarticular tuhdosis. A
possible association between rheumatoid arthnitts SLE has

been suggested, and SLE may be associated withcesased
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risk of bone fractures in relatively young womévasutomo,

Horiuchi & Kagami, Y- +9).

Hematological manifestationsAnemia may develop in
up to 50% of cases. Low platelet and white blooll @zunts
may be due to the disease or a side effect of pdaingical
treatment. People with SLE may have an associatdh
antiphospholipid antibody syndrome (a thrombotisodier),
where in autoantibodies to phospholipids are prteserheir
serum. Abnormalities associated with antiphosplblip
antibody syndrome include a paradoxical prolongeaitigd
thromboplastin time (which usually occurs in herhagic
disorders) and a positive test for antiphospholi@ndibodies;
the combinations of such findings have earned ¢hm tlupus
anticoagulant-positive”. Another autoantibody fimglin SLE
Is the anticardiolipin antibody, which can caudalae positive
test for syphilis(Poole & Schneider, 2009)

Cardiac manifestationsA person with SLE may have
inflammation of various parts of the heart, suclpescarditis,
myocarditis, and endocarditis. The endocarditis ShfE is
characteristically non-infective (Libman-Sacks ecatalitis),
and involves either the mitral valve or the tricdspalve.
Atherosclerosis also tends to occur more often aswhnces
more rapidly than in the general populatigRan & Li WP,

2008).
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