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K CBEAEHHUIO ABTOPOB!
[Ipu HampaBIEeHUY CTAaTbH B PEAAKITUIO HEOOXOIUMO COOIONATh CISAYIONINE TIPABHIIIA;

1. CraTps nomkHa OBITH IPEJCTaBICHA B IBYX SK3EMIUIIPAX, HA PYCCKOM HMJIM aHTITUHACKOM SI3bI-
Kax, HaTrleyaTaHHas yepe3 MoJITopa HHTepBaJjia Ha OIHOI CTOPOHE CTAHIAPTHOIO JIUCTA € INMPHHOI
JIEBOTO NOJIsI B TPHM caHTHMeTpa. Mcnonb3yemblil KOMIIBIOTEPHBII WPUQT U1 TEKCTa Ha PYCCKOM U
aHnuickoM s3bikax - Times New Roman (Kupuiuna), 115 TeKcTa Ha TPy3UHCKOM S3BIKE CIIEAYeT
ucnoip3oBath AcadNusx. Pasmep mpudra - 12. K pykonrcu, HaneyaTaHHOW Ha KOMITBIOTEPE, JTODKEH
o5ITh IprtoskeH CD co crarbeit.

2. Pa3Mep craTbu TOTKEH OBITH HE MEHEe NeCsTH 1 He OoJiee 1BaALATH CTPAHUI] MAITHOIINCH,
BKJIIOYAsl yKa3areJlb JINTepaTypsl U Pe3loMe Ha aHIJIMIICKOM, PYCCKOM U IPYy3HHCKOM SI3bIKaX.

3. B crarbe 10KHBI OBITH OCBEIICHBI AKTyaIbHOCTh JAHHOTO MaTepHalla, METOIBI U PE3YIIbTaThI
UCCIIeIOBaHUs U X 00CYyKACHHE.

[Ipu npencTaBiIeHNHN B IIeYaTh HAYYHBIX SKCIIEPUMEHTAIBHBIX PA0OT aBTOPHI JOJIKHBI YKa3bIBATH
BHUJl U KOJMYECTBO SKCIIEPUMEHTANBHBIX KUBOTHBIX, IPUMEHSBIINECS METOABl 00e300MMBaHUS U
YCBHIJICHHUS (B XOJI€ OCTPBIX OIIBITOB).

4. K crarbe JOIKHBI OBITH MIPUIIOMKEHBI KpaTKoe (Ha MOJICTPAaHUIIBI) Pe3OMe Ha aHIIIUICKOM,
PYCCKOM M IT'PY3HHCKOM $I3bIKax (BK/IIOYAIOLIEE CIELYOLINE pa3aesbl: Liedb UCCIeI0BaHNs, MaTepHual U
METOJIBI, PE3YJILTATHI M 3aKIIFOUSHHE) U CIIUCOK KITtoueBBIX cioB (key words).

5. Tabnunp! HEOOXOIUMO NPENCTABIATE B Ie4aTHOH hopme. DoTokonuu He npuHUMaroTcs. Bee
nu¢poBbie, HTOTOBbIE H NPOLIEHTHbIE JaHHbIE B Ta0JIMIaX J0JIKHbI COOTBETCTBOBATH TAKOBBIM B
TeKcTe cTaThbU. Tabiuibl U rpaduKu TOJKHBI OBITH 03aryIaBIICHBI.

6. dotorpadun AOIKHBI OBITH KOHTPACTHBIMHU, (POTOKOIHHU C PEHTTEHOTPAMM - B IO3UTUBHOM
n300paxeHuH. PUCYyHKH, yepTeXu U IuarpaMmbl clIeoyeT 03ariaBUTh, IPOHYMEPOBATh U BCTABUTH B
COOTBeTCTBYIOIIEe MecTo TekcTa B tiff opmare.

B noanucsix k MukpogotorpadgusaM cieayeT yKa3plBaTh CTEICHb yBEIMUCHUS Yepe3 OKYISP HITH
00BEKTUB U METOJ] OKPACKU WJIM UMIIPETHALIMH CPE30B.

7. ®aMUIUU OTEYECTBEHHBIX aBTOPOB MIPUBOJAATCS B OPUTHHAIBHON TPAHCKPUIILIUH.

8. I[Ipu opopmnennu u HampaBneHun crared B xypHanm MHI mpocum aBTOpOB cobmronars
NpaBUIIa, U3JI0KEHHBIE B « EMUHBIX TpeOOBaHUSIX K PYKOMHUCSM, IPEACTABISIEMBIM B OMOMEIUIIMHCKHUE
JKypHAJIbD», TPUHATHIX MeXIyHapOAHBIM KOMHUTETOM PEIAaKTOPOB MEAMLMHCKUX KYpHAJIOB -
http://www.spinesurgery.ru/files/publish.pdf u http://www.nlm.nih.gov/bsd/uniform_requirements.html
B koHIIe Kax 101 OPUTHHATIBHOM CTaThU MPUBOAUTCA OnOIHOrpadguyeckuii cnucok. B cnmncok nurepa-
TYPBI BKJIFOYAIOTCSl BCE MaTepHalibl, HA KOTOPBbIE UMEIOTCS CCBUIKU B TeKcTe. CIHUCOK COCTaBIAETCs B
andaBUTHOM MOpsAKe U HymMepyeTcs. JIutepaTypHblii HCTOYHMK NPUBOAUTCS Ha sI3bIKE OpUrMHaia. B
CIMCKE JINTEPATyPhl CHavYajia IPUBOIATCS PabOThI, HAMCAHHBIE 3HAKaMU TPY3MHCKOTO andaBuTa, 3aTeM
Kupwuien u naruHuneidl. CChUIKM Ha IUTHUPYEMble pabOThl B TEKCTE CTAaTbH JAIOTCS B KBaIpPaTHBIX
CKOOKax B BUJI€ HOMEPA, COOTBETCTBYIOLIETO HOMEPY JaHHOH pabOoThI B CIIMCKE TUTEPaTypbl. bonbmmH-
CTBO IIUTHPOBAHHBIX UCTOYHUKOB JOJKHBI OBITH 3a IMOCTIEAHNUE S5-7 JIET.

9. ns momydeHus MpaBa Ha MyONMKAIMIO CTaThs OJDKHA MMETh OT PYKOBOIUTENSI pabOTHI
WIN YUPEXKJCHUS BU3Y U CONPOBOIUTEIHHOE OTHOLLICHNUE, HAIMCAHHBIC WJIM HAlledaTaHHbIE Ha OJIaHKe
Y 3aBEPEHHBIE MOJIHCHIO U NIEYATHIO.

10. B koHIe cTaThU NOJKHBI OBITH MOAMHCH BCEX aBTOPOB, MOJHOCTBHIO MPUBEAEHBI UX
(amMuInM, UIMEHa U OTYECTBA, YKa3aHbl CIIy>KeOHBIN M AOMAIIHUI HOMEpa TeJIe(OHOB U agpeca MM
uHble koopAuHaThl. KomuuecTBo aBTOPOB (COABTOPOB) HE NOHKHO MPEBBIMIATH IISATH YEJIOBEK.

11. Penakuus ocraBisiet 3a cO00i MpaBo COKpaIaTh ¥ HCIPaBIATh cTarhi. Koppekrypa aBropam
HE BBICBUIAETCS, BCS paboTa U CBEpKa IPOBOAUTCS 110 aBTOPCKOMY OPHTHHAILY.

12. HemomycTuMoO HampaBiieHHE B pelaklMIo padoT, MpeICTaBICHHBIX K MeYaTH B MHBIX
M3/1aTeNbCTBAX WIIM OMYOJIMKOBAHHBIX B APYTHX U3JAHUSX.

Hpﬂ HApYHNIEHUH YKa3aHHBIX IPABUJI CTATbU HE PAaCCMAaTPUBAIOTCH.
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Please note, materials submitted to the Editorial Office Staff are supposed to meet the following requirements:

1. Articles must be provided with a double copy, in English or Russian languages and typed or
compu-ter-printed on a single side of standard typing paper, with the left margin of 3 centimeters width,
and 1.5 spacing between the lines, typeface - Times New Roman (Cyrillic), print size - 12 (referring to
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3. Submitted material must include a coverage of a topical subject, research methods, results,
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7. Please indicate last names, first and middle initials of the native authors, present names and initials
of the foreign authors in the transcription of the original language, enclose in parenthesis corresponding
number under which the author is listed in the reference materials.

8. Please follow guidance offered to authors by The International Committee of Medical Journal
Editors guidance in its Uniform Requirements for Manuscripts Submitted to Biomedical Journals publica-
tion available online at: http://www.nlm.nih.gov/bsd/uniform_requirements.html
http://www.icmje.org/urm_full.pdf
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of the article under the title “References”. All references cited in the text must be listed. The list of refer-
ences should be arranged alphabetically and then numbered. References are numbered in the text [numbers
in square brackets] and in the reference list and numbers are repeated throughout the text as needed. The
bibliographic description is given in the language of publication (citations in Georgian script are followed
by Cyrillic and Latin).

9. To obtain the rights of publication articles must be accompanied by a visa from the project in-
structor or the establishment, where the work has been performed, and a reference letter, both written or
typed on a special signed form, certified by a stamp or a seal.

10. Articles must be signed by all of the authors at the end, and they must be provided with a list of full
names, office and home phone numbers and addresses or other non-office locations where the authors could be
reached. The number of the authors (co-authors) must not exceed the limit of 5 people.

11. Editorial Staff reserves the rights to cut down in size and correct the articles. Proof-sheets are
not sent out to the authors. The entire editorial and collation work is performed according to the author’s
original text.

12. Sending in the works that have already been assigned to the press by other Editorial Staffs or
have been printed by other publishers is not permissible.

Articles that Fail to Meet the Aforementioned
Requirements are not Assigned to be Reviewed.
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Abstract.

Introduction: Linear scleroderma of head and face (LSH)
in children is a severe disorder, that results in hemiatrophy of
skin, subcutaneuse tissue, bones with functional disabilities,
neurologic disorders and uveal involvement.

Aim: The aim of the research was to establish uveal
involvement in children with hemifacial scleroderma.

Materials and methods: A retrospective analysis was
done in a group of 110 children with hemifacial scleroderma.
A comprehensive clinical, laboratory and instrumental
examination was performed, including MRI of the brain,
EEG, and an ophthalmologist's examination, which included
visometry, biomicroscopy, and ophthalmoscopy.

Results: 10 cases of uveal involvement were detected (9%
of 110 pt). 9 patients had anterior segment inflammation
(iridocyeclitis), in 2 iridocyclitis was combined with retinal
changes (in 1- peripheral focal chorioretinitis, in 1- iridocyclitis
and central focal chorioretinitis). In one case, iridocyclitis was
combined with optic neuropathy. In 3 children uveitis appeared
at the disease debute, in the others 3-10 years later. Uveal
inflammation in all cases was on the side of scleroderma skin
involvement. In 3 children uveitis was bilateral. Seizures and
concomittant foci in white matter of the brain were detected in 2
children with uveitis. 90% of the group had positive antinuclear
factor. Persistent decrease in visual acuity developed in 3
patients.

Conclusion: Patients with LSH must undergo routine
eye examination using basic ophthalmological techniques
(visometry, biomicroscopy, ophthalmoscopy) every 6 months
and highly necessary in case of relapse of scleroderma We
assume that patients with Ul in LSH must be defined as patients
with JSS and treated intensively with systemicglucocorticoids,
cytostatics and even biologics in case of resistance.

Key words. Juvenile hemiscleroderma of face, uveitis,
antinuclear antibodies, juvenile systemic sclerosis.

Introduction.

Juvenile localized scleroderma (JLS) is a fairly common
disease in the practice of dermatologists and rheumatologists.
The incidence of JLS is 3.4 — 9 cases per 1 million child
population annually [1,2]. Linear scleroderma of head and
face (LSH) and Parry-Romberg syndrome is one of the most
severe JLS types, characterized by deep lesions of the skin
and subcutaneous tissues, including bone structures, as well
as damage to the nervous system and ocular involvement. The
disease leads to gross cosmetic and functional defects of the
face, dental apparatus, accompanied by seizures, damage to the
cranial nerves (trigeminal, oculomotor), ocular involvement.
Uveal inflammation is described in LSH. Besides, signs of
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ocular involvement such as damage to globe and adnexa oculi
in LSH appear in the form of fibrosclerotic changes in the
eyelids, loss of eyelashes (madarosis), damage to the uveal
tract, development of dry eye syndrome.

According to a multicenter study [3], among 750 children
with JLS, 24 (3.2%) had significant eye damage. The majority
of children with eye damage had LSH (66.7%). Eye lesions
had the following nature: ten children (41.7%) had damage to
the auxiliary apparatus (eyelids and eyelashes), seven patients
(29.2%) had inflammatory diseases of the anterior segment of the
eyeball (five anterior uveitis — iridocyclitis, two — episcleritis).
Eye damage was often accompanied by neurological symptoms:
three patients revealed central nervous system disorders of
systemic etiology, four had paralytic strabismus, pseudopapillitis
and refractive disorders. Involvement of orbital structures in
the process, such as enophthalmos, damage to the eyelids and
orbit are also pointed out. The most common eye lesions in LSH
include changes of the cornea and retina [4,5]. And the most
common neuro-ophthalmological diseases include damage to
the optic nerve, oculomotor nerves and pupillary dysfunctions
[6-8].

In Parry-Romberg syndrome (PRS), ophthalmological
symptoms usually appear due to the involvement of the eyeball,
orbital soft tissues and orbital walls in the pathological process.
So, the dysfunctions range from slight visual impairment to
complete blindness [9]. As tissue atrophy spreads deeper, such
patients usually suffer from enophthalmos and extraocular
muscle dysfunction. In some cases, paralytic strabismus may
develop [10]. The development of acute retinal vasculitis
in patients with PRS proves the vascular etiology of the
disease. Other ophthalmological clinical manifestations such
as uveitis [11], neuroretinitis, glaucoma, papillitis, cataracts,
changes in retinal pigment epithelium, iris heterochromia [12-
14], associated nasolacrimal duct obstruction and prolonged
dacryocystitis in PRS have also been reported [15].

Uveitis is quite rare in JLS, in 1% of cases [3], so we present
our own cases of uveal damage in a group of 110 children with
LSH.

Aim: The aim of the study was to establish the frequency and
features of uvea involvement in children with LSH.

Materials and Methods.

In the Childhood Department of Sechenov University for the
period 2000-2023, 110 children with LSH were monitored,
among them the uvea involvement (UI) was detected in 10
patients. The diagnosis of LSH was established according to
the Preliminary proposed classification of juvenile localized
scleroderma in 2004 [16]. The group of patients with LSH
included both patients with linear scleroderma of the head and
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Table 1. Clinical characteristics of patients with UL

Patient 1 2 3 4 5 6 7 8 9 10
Gender
Female\male (f\m) f f f f f m f m m f
the age
of the LSH debut 3 8 3 4 3 6 5 6 5 6
(years)
Duration
LSH by the time 3 24 120 72 1 8 6 36 72 84
of UI (months)
Ulis
unilateral -* 3k skek * * * sk sk * * *
bilateral -**

IC, IC, .
Tl'ne type.o.f the UL central IC optic nerve Perlphera.l .. IC 1C IC IC IC 1C
Iridocyclitis (IC) . s chorioretinitis

chorioretinitis neuropathy
Relapses of IC + + - - + - + - - -
Decrease(.l visual acuity in the n . N ) n n N N N n
acute period
Decreased visual acuity in the

. + + + - - - - - - -

outcome of the disease
Ant.n.luclear factor (ANF) n N N N n N . . i N
positive
Seizures + + - - - - - - - -
Focal changes

+ + - - - - - - - -
brain MRI

face (94 children) and patients with Parry-Romberg syndrome
(16 children).

All patients underwent a comprehensive clinical, laboratory
and instrumental examination, including examination by
a pediatric rheumatologist, ophthalmological examination
(visometry, biomicroscopy, ophthalmoscopy), brain magnetic
resonance imaging (MRI), electroencephalogram (EEG.)

The age of the children with UI ranged from 3 to 15 years,
averaging 6.4 years, among them 7 girls and 3 boys, the
duration of follow-up in our clinic averaged 5.5 years. The
clinical characteristics of the patients with Ul are summarized
in Table 1.

The duration of LSH at the time of UI detection ranged
significantly from 3 months to 10 years. The occurrence of Ul
developed at different stages of the disease, at the onset (in 3
children) and from 3 to 10 years after the debut of the disease.
Two children had significant damage to the skin of the eyelids
and loss of eyelashes (Figure 1)., five children developed
enophthalmos. In all the children, UI was noted on the side of
the skin lesion, while in three children, it was detected in the
second eye-was bilateral. It is noteworthy that the overwhelming
number of children with UI (9 out of 10) showed immunological
activity of the disease, in the form of an increase in the level of
antinuclear factor, while scleroderma-specific antibodies (anti-
centromere antibodies) were found in three patients.

In 9 out of 10 patients, Ul changes were in the form of
iridocyclitis (Figure 2) with posterior synechiae, precipitates
on the posterior surface of the cornea were detected in all the
patients. One girl with a long-term scleroderma (72 months)
had a chorioretinal atrophic lesion in the central and paracentral
zone (Figure 3), and in two more children iridocyclitis was
combined with peripheral atrophic retinal changes (peripheral
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Figure 1. Patient with hemiscleroderma of face and chorioretinitis.
Hemiatrophy of the right part of the face, eyelid fibrosis, loss of
eyebrows and eyelashes.

Figure 2. Iridocyclitis, posterior synechiae.



Figure 3. Chorioretinal atrophic lesion in the paracentral zone of the
retina of the left eye.

chorioretinitis) and optic neuropathy. One patient had ptosis of
the affected eye, which disappeared after immunosuppressive
systemic therapy. A decrease in visual acuity caused by Ul
was detected in all the patients with iridocyclitis and central
chorioretinitis in the acute period of the disease. We interpret
the lesion of the anterior and posterior segments of the uvea as a
prognostically unfavorable event, since it can lead to persistent
visual impairment. Against the background of the treatment
(local and systemic), the signs of iridocyclitis were stopped
with a complete improvement of visual functions. And only in
three patients, in the outcome of the disease, visual acuity did
not recover due to damage to the central parts of the retina and
complications of recurrent iridocyclitis. At the same time, 8 out
of 10 had concomitant myopia and astigmatism. Iridocyclitis
was recurrent in 4 out of 10 patients and worsened with
exacerbation of the skin syndrome.

It should be noted that in two children, the onset of iridocyclitis
was accompanied by seizures, which required long-term use of
anticonvulsants. The same patients revealed focal hyperintensive
signals in brain tissue at MRI on the side of iridocyclitis and
scalp lesions.

The patients were treated in a specialized rheumatology
hospital using immunosuppressive therapy. All the children
received glucocorticosteroids orally at a dose of 0.7-1 mg/kg per
day for 8-10 weeks, followed by gradual complete withdrawal
by the 15" -18" months of the treatment. One patient received
D-penicillamine as a sparing drug, the rest received methotrexate
15 mg/ square meter of body surface per week parenterally;
after the withdrawal of glucocorticosteroids two children
received 2 drugs - methotrexate and mycophenolate mofetil
for 2 years until remission was achieved. Three patients with
insufficient effect of cytostatic therapy additionally received
Tocilizumab. Of these, only one girl had an indication for
initiating therapy with Tocilizumab, since she had a recurrence
of iridocyclitis in combination with the progression of skin
lesions and seizures. Along with basic therapy, immediately
after the detection of iridocyclitis, the children received topical
treatment - corticosteroids, nonsteroidal anti-inflammatory
drugs, mydriatics
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Discussion.

Ten cases of Ul were detected in our group of 110 patients
with LSH, which makes 9% of the whole group, and this
could be compared with Ul in juvenile chronic arthritis. Our
data shows a rather high percentage of Ul as compared with
UI occurrence presented in literature. In a larger investigation,
among the whole group of 113 patients with the “en corpe de
sabre” subtype, uveitis was in 5 children, which is 4,4% [3].

It is difficult to explain this difference in frequency of uveitis,
but we could assume that the long duration of the disease in our
group might have influenced Ul. Four of our children had less
than 12-month duration, in the other cases it ranged from 24-
120 months (averaging 68 months). Another cause might have
been the immunological activity and high disease activity in
our patients: 90% of the group had ANF positive, three patients
additionally had anti-centromere antibodies positive.

In the above-mentioned investigation, 50% of the patients
were ANF positive, wherein 25% had neurologic disorders. On
the other hand, only two patients in our group had concomitant
seizures and white matter changes on brain MRI.

It is known that pathogenesis of scleroderma and ocular
involvement is complex and still not clear. There are several
hypotheses of the pathogenesis of uvea involvement associated
with impaired blood supply, pigmentation disorders, and
thinning of subfoveal layers [8]. Generalized microcirculatory
vasculopathy in scleroderma is characterized by intimal
hyperplasia of small arterioles, followed by luminal stenosis
due to tissue hypoxia and chronic tissue ischemia; endothelial
dysfunction activates coagulation and blood processes, thus
leading to formation of microthrombi. Generalized damage to
the microvasculature of obliterating endarteritis type occurs. The
globe is an intensively supplied organ, therefore, sclerodermal
vasculopathy leads to the uveal tract disorders [17]. Many
researchers have described these changes [3,6,8,17]. According
to the study of Grennan D [18], pathological choroidal changes
including non-perfusion areas were detected in 50% of the
patients. In addition, fibro-sclerotic processes occur in the skin
and subcutaneous tissues, which affect extraocular structures
such as eyelids, eyelashes, even bone structures of the orbit,
thus resulting in impaired eyelid closure, tear drainage and other
disorders [15,19-21].

Summing it up, high frequency of Ul in our study elucidates
the necessity of detailed examination of these patients, using
modern biomarkers, searching reliable disease predictors. We
believe that the patients with LSH and Ul should be classified as
patients with systemic form of juvenile scleroderma We regard
UI as a manifestation of the systemic form of scleroderma, with
possibility of decrease in visual acuity, which requires prolonged
systemic administration of glucocorticoids and cytostatics and
even biologics.

A similar opinion was expressed by Maria Elisabetta Zannin
and co-authors in 2007 [3]. Current classification criteria of
juvenile systemic sclerosis (JSS) were designated in 2007, and
ocular involvement was not taken into consideration among
the possible signs or symptoms of the systemic form of the
disease [22]. Nerve involvement was included in the form
of seizures, neuroimaging abnormalities, headaches, carpal



tunnel syndrome, though headaches are not so specific for
scleroderma as uveitis on the side of skin involvement. There
is a pathogenetically proven connection between systemic
inflammation of small vessels in JSS and UI in scleroderma.
Besides, the majority of our patients with UI had positive ANF,
some of them revealed concomitant neurologic disorders. In our
practice, we evaluate the children with hemifacial scleroderma
and UI as JSS and conduct more intensive immunosuppressive
therapy, though Ul may result in visual impairment, even
blindness. It is reasonable to suppose that Ul must be considered
among possible JSS criteria in future.

Conclusion.

According to the results of our retrospective examination, Ul
was detected in 9% of the children from the group of 110 patients
with LSH. Nine patients had damage to only the anterior segment
of the eye (iridocyclitis); two patients had damage to posterior
segment; one child had peripheral chorioretinitis, and one had
a combination of iridocyclitis with central chorioretinitis. Ul
developed both immediately after the debut of LSH, and 6-10
years after the onset of the disease, while in half of the children
the disease had a recurrent character. All the children had Ul
on the side of the lesion of the scalp and face, which confirms
the pathogenetic relationship between scleroderma and eye
damage. Decreased visual acuity due to Ul in the acute period
was observed in all the children with iridocyclitis and central
chorioretinitis. The Ul of the eyeball can lead to persistent visual
impairment, especially with a recurrent course and lesions of
the posterior segment of the eye. However, in our group a
persistent decrease in vision in the outcome of the disease
was noted only in 3 children. And it was due to the presence
of central atrophic chorioretinal lesions and complications of
recurrent iridocyclitis. Decreased visual acuity can be persistent
and lead to significant loss in the absence of adequate treatment,
thus arising the problem of early diagnosis and therapy. It is
important to undergo routine eye examination using basic
ophthalmological techniques (visometry, biomicroscopy,
ophthalmoscopy) every 6 months and highly necessary in case
of relapse of scleroderma. We assume that patients with Ul in
LSH must be defined as patients with JSS.

REFERENCES

1. Peterson L.S, Nelson A.M, Su W.P, et al The epidemiology
of morphea (localized scleroderma) in Olmsted Country 1960-
1993. J. Rheumatol. 1997;24:73-80.

2. Herric A.L, Ennis H, Brushan M, et al. Incidence of childhood
linear scleroderma and systemic sclerosis in the UK and Ireland
Arthritis Care Res (Hoboken). 2010;62:213-8.

3. Zannin M, Martini G, Athreya Balu H, et al. Ocular
involvement in children with localised scleroderma: a multi-
centre study. Br J Ophthalmol. 2007;91:1311-4.

4. Majumder P, Damodaran K, George A, et al. Scleroderma-
related choroiditis. Oman J Ophthalmol. 2018;11:75-77.

5. Al-Gburi S, Kreuter A, Moinzadeh P. Localized scleroderma.
Dermatologie (Heidelb). 2024;75:197-207.

6. Bucher F, Fricke J, Neugebauer A, et al. Ophthalmological
manifestations of Parry-Romberg syndrome. Surv Ophthalmol.
2016;61:693-701.

99

7. S. C Li, Rong-Jun Zheng. Overview of Juvenile localized
scleroderma and its management. World J Pediatr. 2020;16:5-
18.

8.Santiago S, EnwerejiN, Jiang C. Ocularand eyelid involvement
in collagen vascular diseases. Part II. Dermatomyositis,
scleroderma, and sarcoidosis Clin Dermatol. 2024;42:9-16.

9. Nasser O, Greiner K, Amer R. Unilateral optic atrophy
preceding Coats disease in a girl with Parry-Romberg syndrome.
Eur j Ophtalmol. 2010;20:221-3.

10. Sen P, Ramawat E, Mohan A. A case of linear scleroderma
"en coup de sabre" with strabismus fixus in a child. Strabismus.
2019;27:211-214.

11. Khalayli N, Hodifa Y, Tarcha R, et al. Recurrent uveitis in
a patient with CREST syndrome: a case report.Ann Med Surg
(Lond). 2023;85:5679-5681.

12. Belusci C, Liguori R, Pazzaglia A, et al. Bilateral Parry-
Romberg syndrome associated with retinal vasculitis. Eur J
Ophtalmol. 2003;13:803-6.

13. Yildirim O, Dinc E, Oz O. Parry-Romberg syndrome
associated with anterior uveitis and retinal vasculitis. Can J
Ophtalmol. 2010;45:289-90.

14. La Hey E, Baarsma G.S. Fuchs' heterochromic cyclitis and
retinal vascular abnormalities in progressive hemifacial atrophy.
Eye (Lond). 1993;7:426-8.

15. Singh S, Ali M, Mishra D. Lacrimal Drainage System
Involvement in Linear Scleroderma. Ophthalmic Plast Reconstr
Surg. 2017;33:e127-e128.

16. Laxer R, Zulian F. Localized scleroderma. Curr Opin
Rheumatol. 2006;18:606-613.

17. Glover K, Mishra D, Singh T. Epidemiology of Ocular
Manifestations in Autoimmune Disease. Front Immunol.
2021;12:744396.

18. Grennan DM, Forrester J. Involvement of the Eye in SLE
and Scleroderma. Ann Rheum Dis. 1977;36:152-156.

19. Anayol MA. Keratoconus in a Case With Scleroderma
: A Rare Coexistence. Turkiye Klinikleri J Ophthalmol.
2018;27:2016-2019.

20. Santoro FA, Huang J. Ocular Involvement in Cutaneous
Connective Tissue Disease. Clin Dermatol. 2016;34:138-45.
21. Carla M, Gambini G, Caporossi T, et al. Ocular Involvement
in Systemic Sclerosis: Updated Review and New Insights on
Microvascular Impairment. Ocul Immunol Inflamm. 2024:1-8.
22. Zulian F, Woo P, Athreya BH, et al. The Pediatric
Rheumatology European Society/American College of
Rheumatology/European  League  against Rheumatism
provisional classification criteria for juvenile systemic sclerosis.
Arthritis Rheum. 2007;57:203-12.

LobBHYIMGo 6 TgbemEwos oY) 9o Lsbolb
3900L3mgMmEgmdos  M390H0L  Igmby 50056307
139030L ©139030L 10 999mbgg30L godmEogds Lsbol
3990L30L L3wgHMEPIMI0sdo JOHPO M9335GMEWMYO0MMO
395&H®0sb.
69bomdg

dqLogoeo. 053039000 930Ls @S Lobol  bsbmgzsbo
L3w9OMEgOHTos (LSH)s6olb 8300y 5350900, G0



0of393L 360U, 1933993969 Bol Jumzowol, BwbJszom®o

9b0M©OMwo  Fglsdergdemdgdol  ddmbg  dgwrgdol,
6930 ™@My0H0 EIMHMZ393900Ls s uveal BsODYEOMBOL
30005GHMMABOSL.
33e930L dobsbo 0ym 30009353050 OHO
L3WIOMEIOTO0  O935IOW  ddgdz9ddo  uveal
Bo® o memdol sygbs.

doboergdo o Fgomgdo  MHgEHOHML3gIGHOMwo

3b650bBo 49390 398085(305¢MO 13 IHMPIHIO0m
0539500900 110 8530301 xawndo.  Bo@IMS

gmgwobdmdzgero 360603960,  sdMMIGMOOMWO
s 06LEGHOWINBEGHMwo gs8m3zwggzs, dosm Fmol GH30bol

MRI, EEG @5 mgmsdmemaol gsdm3zewgss, HmIgaos

0m0(393s  30HMIgBHMosl,  d0mI0zMMLIM30SL
MBNOTMZM3050

090093900.250m3wobs  uveal  involvment-ob 10
99dmbggzs (110 pt-ob  9%). 9 3o3096@L  3Jmbeoo
fobo  LgadgbBHol  sbmgds  (0MHOMEO3X0GH0), 2 -
do  0M0omE03wodo  dgofydmmo  oym  BoEMHOL
(3300w gdgomsb (1 -  39M0x8gIM0Mwo  BMIswMo

JoM0mMgEobo@ol OHML, 1-060EME03WoGHOL MM
©5 396G MGO  BMmIINHo  JnOomMgEH0bodol
©OHML). gMod d90mbgzg35d0 0MHOEM30300E0 dgMiiydvyero
04 m3303M6 5xoMmM35m0sbomsb. 3 8353939080 uveitis
23500mPbs  ©93500900L debute, ©@sbs@Bgbo 3-10 Ferol
9999p. Uveal sbogds gzgaws 890mbggzsdo ogm dbabgl
scleroderma 3060l Bo®MomeErmds. 3 853039030 9390340
mOIbEOHO30  ogm.  30vbBbggdo s 3MmI3mIo@bEGHMMo
396980 5300 $3060L MgmM bogm0gMHgdsdo 4sdmgaerobos
390@0L dJmbg 2 ds3d3d0. xawnol 90% - U 3Jmbos
anf ©sgdomo. Ibg3z9wmdol Lodsbgowol dmdogo
398306905 35630mM©s 3 353096¢d0.

©s33bs. Lsh-U 8Jmbg 353096GH9dTs MBS  9505MMb
M35¢0L MHGHobyero 2459m33w93 doMOMSO
MBNOCTEMZ0MOO &9gbozol 398mygbgdom
(30BMIgBHE0s,  d0MI0ZMHMLIM30s,  MBMDOTMLIM300)
gmggewr 6 omg39do  ghobger @5  doewosh  LsFoMm
L3gOMEgOdool  MHY30o30L  8gdmbggzsdo  B3qb
335050 mdm, ®md LSH-3o UI-U dmbg 353096@ 900 mbgos
2960LsBEZOMUL, OHmymes jss-b 8Jmbg 3530953 900.

g4oed0, 303H0LOL, 9BE0dOOMZMmo  BEHOLbYMEgdoL
3MLOHnmgsbos  3980LergHmEgMdos, 13wghmbBol
09Jmbg 5L Harmgzsbms LolEgds

CucremHol MU OrpaHUYCHHOI AABJIsAeTCH
remuckiiepogepmust Juuna c¢ yseurom? HaOmawogenus 10
AeTeil U3 OHOTO PEBMATOJIOTHYECKOro IEHTPA.
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Pe3rome

Berynnenne. JIuHeliHas ckiiepoiepMusi TOJIOBBI M JULA
(JICT) y metetit - 370 TsDKEI0€ 3a00€BaHUE, KOTOPOE MTPUBOIUT
K TeMHaTpouu KOXH, TMOJKOXKHON KJIETYaTKH, KOCTeH C
(YHKUMOHAJIBHBIMH ~ HapyLICHUSIMH,  HEBPOJIOTHYECKHMHU
paccTpoiCTBaMHU U TOPAKEHUEM YBEATbHONH 000JI0UKH.

Ienpto wmcciaenoBaHuss OBUIO  YCTAaHOBHUTH — IOPAKEHUE
COCyIUCTOI 000JIOYKHM Ia3a y JAeTeil ¢ reMuckiepoaepMmueit
JUIA.

Marepuanel u Metoasl. I[IpoBeneH peTpOCHEKTUBHBIN
anamm3 B rpymmne u3 110 gereit ¢ JICT. Bcem manmeHntam
MIPOBEACHO KOMIUJIEKCHOE KJIMHHYECKOoe, J1abopaTropHOe U
HWHCTpyMEHTaJbHOE o0cienoBanue, Bkitouass MPT romoBHoro
Mo3ra, O0I, a Takke OCMOTpP OQTaIBMOJIOra, KOTOPBIN
BKJIFOYAJT BU3OMETPHIO, OMOMHUKPOCKOIHUIO U O TaIbMOCKOIUIO

Pesynpratel. Beuto BeriBneHo 10 cioywyaeB mopajkeHUs
cocyauctoi obomouku riaza (9% w3z 110 caygaeB). Y
9 nmamueHTOB ObUIO BOCHANEHHE IEPeHEr0 CEerMeHTa
(MPUIOLMKIIUT), ¥ 2 UPUIOLUKIHUT COYETANICA C U3MCHEHUSAMHI
ceryatku (y 1 - mepudepryeckuii 04aroBblii XOPUOPETHHUT, Y
1 - HPUIOLUMKINT M LEHTPATFHOOUATOBBIH XOPHOPETUHHUT). B
OJIHOM CJy4yae HPHUIOLUMKIUT COUYeTalicd C Helponaruen
3pUTENBHOTO HepBa. Y 3 meTed yBeWT pa3BMiCA B JiebroTe
3a0o0JeBaHnsA, y OcTanbHBIX - depe3 3-10 mer. Bocmanenue
COCYIUCTOI 000JOYKH BO BCEX CIy4astX OTMEYEHO Ha CTOPOHE
MOpaXXEHUs] B paMKax ckiiepojepmMuu. Y 3 neTeil yBeuT ObLI
JBYCTOPOHHUM. ONHWICNTUYECKHE TIPHUMAIKA U OYaroBbIe
U3MEHEHHs B OeloM BellecTBE TOJOBHOIO Mo3ra ObulH
obOHapykeHbl y 2 mereit ¢ yBeutoM. Y 90% meTel rpyrmmbl
ObUT TOJIOKHUTENBHBIA aHTUHYKIeapHbIi (akTop. Croiikoe
CHIDKEHHE OCTPOTHI 3pEHUS Pa3BUIIOCH Y 3 MAIllMEHTOB.

BeiBoa. [Mamuentst ¢ JICIT  fgomkHBI  TPOXOIUTH
MJIAHOBOE obcaenoBaHue rias c HCITOJIb30BaHUEM
OCHOBHBIX  O()TaIbMOJIOTHYECKAX METOJO0B  (BH30OMETPHS,

OMOMUKpPOCKONHS, O(TAIBMOCKONUS) KaxIaple 6 MecsIeB,
U B Cllydae pelMIuBa CKIepoldepMuHM. MBI IpennonaraeM,
YTO MAIMEHTHI C BOBICUCHHUEM COCYIUCTONH OOONOUKHU Tja3a
mpu JICT' mOoKHBI TPAKTOBATHCS KaK IMALMEHTHI ¢ CUCTEMHON
(hopMOii IOBEHUIIBHON CKIIEPOACPMHUEH.
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