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ABSTRACT

Scleroderma (systemic sclerosis) is a rare, progressive, autoimmune chronic disease that affects
approximately 2.5 million people worldwide, characterized by diffuse fibrosis and vascular abnormalities in the
skin, joints and internal organs (especially esophagus, lower gastrointestinal tract, lungs, heart,
kidneys). In immunological smelting mechanisms and heredity, certain HLA subtypes are involved that play a
role in the etiology of the disease. The pathophysiological mechanisms consist of vascular lesions with the
activation of fibroblasts; excessive synthesis of collagen and other extracellular proteins occurs in different
tissues. The disease affects four times more frequently women than men, and is more common in the age group
20-50 years.Genetic investigations have focused on candidate genepolymorphisms, particularly those involved
in regulating immunity and inflammation, vascular function and connective tissue homeostatis Material and
method: Scleroderma is a disease with complex pathogenesis (vascular, immune and extended fibrosis) and
severe organic disorders (skin, lung, kidney, heart, gastrointestinal tract) which requires the application of
therapeutic measures as early as possible. The study includes 11 patients with systemic scleroderma.Results
and discussions: Medication therapy consists mainly of the treatment aimed at the complications of the disease
and the assurance of symptomatic relief. This includes: vasodilating agents (calcium channel blockers,
angiotensin converting enzyme inhibitors, topical nitroglycerin, prostaglandin analogues, endothelin receptor
inhibitors, 5 phosphodiesterase inhibitors); immunosuppressive [ antifibrotic agents (Cyclophosphamide,
Methotrexate, Cyclosporine, anti - TGFp).
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the locomotor system, of the internal organs

INTRODUCTION (heart, lungs, kidneys, gastrointestinal tract)
and of diffuse vasospastic disorders caused
Systemic scleroderma IS by the impairment of the connective tissue

a chronic, autoimmune disease of unknown with the predominance of the fibrosisa[1] .
etiology, characterized by  collagen Scleroderma is an inflammatory disease, but
deposition (sclerosis) in the skin and organs, the cause of inflammation has not yet been
belonging to major collagen diseases discovered. It is probably an autoimmune
(collagenosis); it is also known as systemic disease, which that means that the child's
sclerosis or scleroderma; it is a rare disease, immune system reacts against your
with a prevalence that differs according to body. Inflammation causes swelling
race and geographical distribution;is a (swelling), increased local temperature and
generalized disease of the connective tissue excessive production of fibrous (scar) tissue.
characterized Dby the development of The pathogenesis of scleroderma is
pathological manifestations of the skin, of unknown: it is considered to be caused by
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the complex relationship between innate and
acquired immunity, inflammation, fibrosis,

which occurs in people with genetic
susceptibility. Recent studies
examining gene expression profiles have

provided more data on the pathogenesis of
scleroderma, which, in  the  future,
such molecular and genetic information may
provide the basis for identifying predictive
biomarkers as well as developing targeted
therapies[2].

Systemic sclerosis is almost four times as
some common in women than in men,
appears between 20 and 60 years and is rare
in children can occur within joint disease of
the connective tissue.

Immunological mechanisms and heredity -
certain HLA subtypes are involved - play a
rolein the etiology of the disease. The
pathophysiological mechanisms consist of
damage  vascularization, activation of
fibroblasts occurs an excessive synthesis of
collagen and other extracellular proteins in
different tissues[3,4].

The causes of scleroderma are not fully
understood, but there are a number of risk
factors that could be responsible for the
onset of this disease. These are: genetic
factors: it has been shown that 2% of
patients with scleroderma have a first-degree
relative with the same pathology, indicating
an important genetic contribution to the
susceptibility of the disease. The risk for
other autoimmune diseases,
including systemic lupus
erythematosus and rheumatoid arthritis, is
also increased in first-degree relatives of
patients with
scleroderma; environmental factors: chemic
al factors (vinyl polychloride, epoxy resins
in paints and varnishes, silicon powders,
silicone implants, aromatic hydrocarbons
such as toluene, benzene,
trichlorethylene), infectious (Cytomegalovir
us and Parvovirus B19), professional, but
also some medicines (Bleomycin,
Amphetamines, Cocaine,
Pentazocin). Linear scleroderma appears as
a line on the arm, foot or trunk. The disease
can also affect the tissue beneath the skin,
including muscle and bone. Occasionally,
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linear scleroderma may occur on the face
and scalp. Patients with skin or scalp
damage have an increased risk of developing

uveitis. Blood tests are usually
normal. Linear

scleroderma is not accompanied by
significant damage to the internal

organs. Often a skin biopsy is needed to help
establish the diagnosis[5,6,7].
Pulmonary disease is the leading cause of

mortality, responsible for one third of
deaths. The clinical evolution of the
interstitial lung disease associated with

scleroderma varies from mild, asymptomatic
and stable, to an aggressive, rapidly
progressive form that causes death. The
main symptoms accused by the patients are
fatigue and dyspnea on exertion. Other
manifestations may include: non-productive
cough and chest pain[8,9,10].

One third of patients already have lung
disease at the time of diagnosis of
scleroderma. Screening for interstitial lung
disease should be performed immediately
after the diagnosis is established and is
performed primarily by high-resolution
computed  tomography  (HRCT), in
combination with functional lung tests and
clinical symptomatology.

" Scleroderma can affect any organ, so
itisone of those diseases that requires a
multidisciplinary approach . Doctors from
different specialties need to form a team and
work closely to diagnose and treat these
patients. Each specialist plays an important
role because the proper functioning of each
organ determines the quality of life of the
patients .

The symptoms begin  with Raynaud's
phenomenon (transient ischemic attacks of
pallor, cyanosis and hyperemia, in response
to cold or emotional stress) and edema in the
distal  extremities, with  the  gradual
thickening of the teguments at the level of
the fingers; polyarthralgia (joint pain)
frequently occurs. The first manifestations
may also be gastrointestinal (pyrosis,
dysphagia) or respiratory (dyspnoea)
disorders.

The severity and progression of the disease
are highly variable, describing three forms
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of disease presentation: limited
systemic sclerosis - thickening of the skin of
the face and elbows, with slow evolution;
generalized systemic sclerosis - diffuse
thickening of the skin, with rapidly
progressive evolution and severe organ
damage; systemic sclerosis sine
scleroderma - organic damage, but without
thickening of the skin[11,12,13].

Anemiais common in patients with
scleroderma and can have different causes:
mild normocytosis anemia due to chronic
inflammation (the most common); iron
deficiency anemia secondary to
gastrointestinal bleeding; macrocytic anemia
caused by folic acid deficiency and vitamin
B12 secondary to malabsorb disease (such as
methotrexate or alkylating agents) - Acute
microangiopathic haemolytic anemia is
commonly associated with sclerodermal
renal failure[14,15,16].

MATERIAL AND METHOD

Sclerodermaisa disease
pathogenesis  (vascular,
extended fibrosis) and severe organic
disease  (skin, lung, kidney, heart,
gastrointestinal tract), which requires the
application of therapeutic measures as early
as possible. The study includes 11
patients with systemic scleroderma.

with  complex
immune and

RESULTS AND DISCUSSIONS

Early signs of systemic scleroderma are
changes in the color of the fingers and toes
due to exposure to temperature variations,
from hot to cold (Raynaud's phenomenon)
and fingertips ulcers. The skin on the tips of
the fingers and toes often becomes hard and
shiny. This can also occur on the skin of the
nose. Subsequently, the area of hardened
skin expands, the disease can affect virtually
the entire surface of the body. In the early
stages of the disease there may be swelling
of the toes and joint pain. During the course
of the disease, patients may develop other
skin changes, such as visible dilatations of
small vessels (telangiectases), loss of skin
and subcutaneous tissue (atrophy), and
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subcutaneous  deposits  of  calcium
(calcifications). Internal organs may be
affected and the long-term prognosis
depends on the type and severity of internal
organ damage. It is important that
all internal organs (lungs, intestines, heart,
etc.) to be assessed in this regard, requiring
different types of tests to monitor organ
function of each part.
For Raynaud's phenomenon, it is necessary
to protect the circulation, by maintaining the
heat and avoiding the cold;it isvery
important to avoid damaging the skin, and
sometimes medication is needed to help
dilate the blood vessels.
In systemic sclerosis no therapy has clearly
proven its effectiveness. For each individual,
the most effective treatment program must
be identified by using drugs that have been
effective for other children with systemic
sclerosis to see if these drugs have an effect
on the patient[17,18,19,20].
At the moment there is a cure or to influence
the general development of
scleroderma. However, a number of drugs
are available against specific symptoms or
organ disorders.
The drug therapy consists mainly in the
treatment aimed at the complications of the
disease and the assurance of symptomatic
relief. This includes: vasodilating agents
(calcium channel blockers, angiotensin
converting enzyme inhibitors, topical
nitroglycerin,  prostaglandin  analogues,
endothelin receptor inhibitors, 5
phosphodiesterase
inhibitors); immunosuppressive / antifibrotic
agents (Cyclophosphamide, Methotrexate,
Cyclosporine, anti - TGFp)[21,22,23,24].
The prognosis in scleroderma is dependent
on the degree of damage to the vital
organs. This can be predicted depending on
the degree of skin damage. The main causes
of death in scleroderma are pulmonary
arterial hypertension, pulmonary fibrosis,
heart disease and renal crisis. If
scleroderma is a sure aggravating cause, it is
practically impossible tosay whether it is
the cause of this periodontolysis. May also
intervin numerous local cases (oro-dental
hygiene improper, deposition abundant
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tartaric, difficulties in complicated dental
caring, decreased salivary secretion, changes
in the tongue, lips and cheeks). Numeroase
facts suggest that the process could be the
first step in the production of
periodontolysis. This periodontolysis is
often found in the early stage of the oral
disease, when the local causes are not yet
important[25,26,27,28].

Affection of the gums by the sclerodermal
processis often important and has
consequences on the alveolar bone.

It should be noted that in scleroderma is the
constant fall of the teeth.

Among the dental manifestations due to
scleroderma we have:

Dental injuries —
the patients always have numerous

cavities. Oral hygiene is difficult, due to the
impossibility of removing the cheek from
the dental arch. Limiting the oral opening
and microstomy can make any dental
treatment impossible[29,30,31,32].
Therapeutic problems at the level of the oral
cavity: dental extractions are difficult when
the microstomy is the least stress exerted on
the instruments at the level of the
commissures and can  cause  skin
rupture. Only the smallest instruments can
be used. The impossibility to remove the
cheeks from the dental arch, complicates the
extraction of the posterior teeth, extractions
that are often hemorrhagic.

The prosthetic problem is always difficult to
solve both in terms of the handling of the

devices (decreased vestibular height,
decreased occlusion height, reduced alveolar
ridges, bad mucosae) and tolerated

prostheses and daily hygiene[33,34,35].
Muscle and bone involvement - affectation
of the masticatory muscles plays an
important role in limiting oral
openness: masseter amytrophy is

common; the extension of the beard muscles
is very evident in the case of patients with
microstomy; chewing and speaking may be
embarrassed long before the appearance of
characteristic skin lesions; the movements of
the tongue are often very limited, although
its surface and brake are normal. The whole
clinical-tehnological algorithm for
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rehabilitation of the integrity  of the
stomatognathic system at this type of
patients must be adapted to microstomy, at
the same time , the choice o biomaterials
being very important[36-43].

Bone lesions of the facial massif consist of:
generalized osteoporosis of the bones of the
face (with normal cranial vault); lysis of the
bony prominence of the chin (which
contributes to the formation of the bird's
profile); clear portions of bony thinning
quite wide in the anterior part of the
mandible; bilateral lysis of two-thirds of the
posterior ascending branch of the condyle.
The importance of bone disease is generally
commensurate with the skin damage.
Affection of the salivary glands - a
sensation of dry  mouth  may be
reported ; affecting the salivary glands can
cause a denser, more viscous saliva;
sclerosis, more marked around the vessels is
associated with infiltrates with round cells; it
is not exceptional the association of a
xerostomia with a xerophthalmia. It has
often been reported the association with
scleroderma Gaugerot-Sjogreen
syndrome; in both diseases, the frequency of
joint pain and the presence of the
rheumatoid factor are known.

Manifestations of Buschke's scleroderma:
damage to the lips and oral mucosa may also
be present in  scleroderma. Lesions
found consist mainly in swelling of the lips,
tongue and oral opening limitation increased
volume (macroglossia) and disabled (no
damage to the frenulum.The difficulty to
swallow due to damaged tongue, has often
been confused with dysphagia.

Facial muscles are common; these muscles
may be painful, spontaneous or palpable,
especially

massagers. Their affectation contributes mos
t to limiting oral openness.

In some cases, a murmur has been reported.
Localized sclerodermaisrare inthe oral
mucosa. Failure of the face is common.
Localized scleroderma of the oral mucosa
and lips: damage to the upper lip causes an
easily recognizable lesion.

In patients with systemic scleroderma,
clinical manifestations are the consequence
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of extensive vascular injury and tissue
fibrosis, the main lesions involving the skin
and internal organs (lung, digestive tract,
heart and kidneys). Recent studies have
shown that autologous hematopoietic stem
cell transplantation increases survival rate at
1 year in patients with generalized
scleroderma at baseline. However, the
mortality rate is increased during the first
year after transplantation. For this reason,
thisisa treatment option only for certain
patients. Systemic scleroderma can affect
any organ, including the dental system. The
patients studied lost almost always many
teeth. The remaining teeth can be implanted
(even if they only have the roots) or, on the
contrary, very mobile[44,45,46].

In the cases of generalized scleroderma, the
uniform enlargement of the alveolo-dental
space, especially at the posterior teeth, was
found in 10% of the cases.

This lesion is a radiological finding, the
space between the dental root and the
internal alveolar cortex being always
enlarged. This space created by the
thickening of their periodontal membranes is
the result of the increase of the size and the
number of collagen fibers.The widening of
the periodontal area is made shortening the
basis of the alveolus. An Xray may focus the
resorption and destruction of the lamina
dura, followed by the changes of the walls,
highlighted by the opaque white line. The
changes that occur appear to have a
predilection for the posterior face of the
teeth.

The first visible signs on the x-ray are the
phenomena of bone resorption at the level of
the internal cortex, which leads to the
disappearance of the lamina dura and the
enlargement of the alveolus.

It is often noticed the osteosclerosis of the
enlarged alveolar wall, the recurrence of an
abnormally thick lamina dura; histologically,
changes in collagen fibers are found.
Clinically, nothing is deduced that a lesion
of the demodontium would appear, the teeth
are well implanted, the investigation does
not find the existence of a sack bottom, the
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occlusion is not traumatic.

The lesion of this kind was most often
encountered in advanced stage scleroderma.
In many observations alveolysis has been
found to become rapidly mutilating. This
alveolysis can be quite early. It is always
important.

Clinically, the teeth are very mobile and
abnormally oriented. The marginal gingiva
around the  remaining  teeth is very
congested; when probing with the probe,
very deep bag bottoms are noticed.

From a radiological point of view,
the lysis of the alveolar bone is very
important and of unequal intensity around
the same tooth: the tooth has often no
connection with what is left of the alveolar
bone.

If the patient has reached full edentation, the
clinical and radiological examination may

show the resorption of
abnormally large alveolar ridges.
Negative prognostic factors in

scleroderma are considered: male; onset of
the disease in old age; visceral impairment
(sclerodermal renal crisis, pulmonary,
cardiovascular, malabsorption syndrome);
newly installed anemia.

CONCLUSIONS

Systemic sclerosisisa long-term
disease that can last for years. However,
early and appropriate treatment can shorten
the duration of the disease.

Sclerodermaisa highly variable
disease that causes changes in the
appearance of the skin, but also disorders of
the internal organs. These can have a
domino effect on the emotional health and
well-being of the patients.
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