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RAYNAUD'S SYNDROME IN CHILDREN
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Abstract

Buerger's disease, or thromboangiitis obliterans, 1s a systemic
immunopathological inflammatory disease of small and medium-sized vessels of
the extremities, in which obliteration of the arteries occurs and migrating
thrombophlebitis occurs. The disease mainly affects young people under the age
of 40. But according to some sources, this disease occurs in children too.
[1,2,3,4,7,8]. The cause of the disease is unknown, although according to some
sources, cigarette smoking is the main risk factor [3,5]. The mechanism of
pathology development may include delayed hypersensitivity or toxic vasculitis.
According to another theory, obliterating thrombangiitis may be an autoimmune
disease caused by a cell-mediated reaction to human collagen types I and III,
which is part of blood vessels. The disease is more common in young men with
a long smoking experience, while the progression of the pathological process with
an increase in ischemic disorders in the extremities and changes in the vessels of
internal organs lead to early disability of patients [2,5,7,8]. To date, there is no
doubt that there is a relationship between immune inflammation and the
development of thrombosis, since these processes are based on many similar
pathogenetic mechanisms. Thrombotic complications remain one of the most
severe and life-threatening conditions that occur in patients with systemic
vasculitis [2,3,4,6].

A 6-year-old child was hospitalized in the Department of Pediatric rheumatology
of the multidisciplinary TSMU clinic with a diagnosis of Raynaud's syndrome.
We offer a full description of the medical history No. 2034/173. A 6-year-old girl
was admitted with complaints of blueness and freezing of the fingers of both
hands, tongue, fever, severe pain on the hands and feet. Ill for a month. The
disease began with weakness, capriciousness and the appearance of a small red
rash on the palms. No treatment was carried out. After 2 days, the body
temperature increased to 38 degrees. At home, the child was treated with
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antipyretic drugs and antibiotics. The girl lost her appetite and lost weight. The
last 7 days the condition worsened, there was chilliness, tingling and burning in
the fingertips, fatigue and weakness. She was hospitalized in the Department of
Pediatric Rheumatology of the multidisciplinary hospital of Andijan with a
diagnosis of "Mixed connective tissue disease. Systemic vasculitis". Examined
by a hematologist and oncologist. After treatment, the child's condition remained
poor and the child was sent to the TSMU clinic.

On examination, the patient's condition is severe, severe pains on her arms and
legs are bothering. The terminal phalanges of 3 fingers of the right and 1 finger
of the left hand are bluish-purple in color and cold to the touch, the remaining
fingers have a pale color. A small, pink rash is detected on the flexor surfaces of
the upper and lower extremities. Pulse on the arteries of the hands of weak filling.
When walking, intermittent lameness is observed. The lymph nodes are not
enlarged. There is vesicular respiration in the lungs. The heart tones are muted,
the heart rate is 96 beats per 1 minute, the tongue is dry, dark blue and overlaid
with a white-brownish coating. The smell of rot is coming out of mouth. When
removing the crust, serous fluid is released, the abdomen is soft, painful on
palpation. The liver and spleen are not enlarged. The chair 1s decorated. Urinates
regularly, the urine is straw-yellow.

From anamnesis, 2 children were born from healthy parents, a girl from twins.
The mother's pregnancy and childbirth proceeded normally. She was breastfed
for up to 6 months. Received vaccinations on time and on schedule. She was
often ill with viral infections. Living conditions are good, but the mother believes
that the girl got sick after scandals in the family.

From laboratory data (only pathological parameters): hemoglobin 78, segmentad-
92, ESR-30, ASLO-550, CRP-18, fibrinogen-7.06, ALT -166 Units/L, and AST-
52Ed/L are high. Procalcitonin, antineutrophil cytoplasmic antibodies ANA
screen, [gG antibodies to beta 2 glycoprotein were elevated, cryoglobulins were
normal. Duplex scanning of large arterial and venous vessels revealed no
pathology.

Taking into account the manifestation of the disease with pronounced
intoxication, fever, skin and joint syndromes, it was necessary to exclude
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oncohematological pathology. For this purpose, a biopsy was performed from the
pathological focus, which made it possible to exclude the oncoproliferative
process.

Histology: slight hyperkeratosis, sometimes detachment of the stratum corneum,

granular thinned, epidermal processes smoothed, sometimes vacuole dystrophy
of the cells of the basal layer. In the papillary layer, there is swelling and
unfolding of collagen fibers, the walls of the vessels are thickened and fibrously
altered. There 1s disorganization and fibrosis in the mesh layer.
Clinical diagnosis: "Systemic vasculitis, obliterating thrombangiitis, severe
course, Raynaud's syndrome".
Treatment. The patient underwent pulse therapy with methylprednisolone at a
dose of 500 mg No. 3, cyclophosphamide 600 mg, plasmapheresis No. 5 sessions.
Cellsept (mofetil mycophenolate), prostaglandin E analog-alprostadil,
anticoagulant- xarelto, heparin, antiplatelet agent- pentoxifylline, peripheral
vasodilator-amlodipine.
Hepatoprotector-karsil, nonsteroidal anti-inflammatory  drug-diclofenac,
antibiotics-cefepim, meropenem. Against the background of the therapy, only by
day 7, the beginning of positive dynamics was observed, the temperature
decreased. Necrotic phalanges of the fingers were amputated. In the future, pulse
therapy with metipred and cyclophosphamide continues 1 time a month.
Methotrexate 10mg 1 time in 7 days.

Thus, the following features of the course of this pathology in a child can be
distinguished. In children, it occurs with nonspecific general symptoms: fever,
malaise, weight loss, necrotic ulcers on the extremities, on the tongue. The
diagnosis confirms the presence of antinuclear antibodies to proteinase.
Methylprednisolone, methotrexate, cyclophosphamide give a good effect in
treatment, and patients need lifelong therapy with glucocorticoids and
immunosuppressants.

Conclusions. Damage to peripheral arteries leads to a classic picture of limb
ischemia. As the disease develops, its effect spreads to both the arterial and
venous bed without the symptoms characteristic of atherosclerosis. The course of
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thrombangiitis occurs against the background of ischemia of the upper and lower
extremities, as well as thrombosis. These conditions can cause amputation.
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