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Fibrosing arthropathy in juvenile scleroderma
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The group of scleroderma diseases includes a number of clinical entities, the main symptom of which is skin tightening. Scleroderma is a promi-
nent example of these diseases, characterized by excessive synthesis and deposition of collagen in organs and tissues.

A patient with juvenile systemic scleroderma with induration of the skin and underlying tissues, and persistent contractures of large joints since
childhood, is described. This clinical example illustrates disease course peculiarities and differential diagnosis of systemic and limited (focal)
scleroderma and scleroderma-like conditions in pediatric patients. The feasibility of pathogenetic therapy aimed at improving patient's the

quality of life with formed disease phenotype is shown.
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K rpynme ckieponepmudeckux 00yie3Heil OTHECEH Psifi HO-
30JIOTHi1, OCHOBHBIM ITPM3HAKOM KOTOPBIX SBJISIETCST YILIOTHE-
Hue Koxu. CkiepomepMusi SIBISIETCS SIPKUM MPEACTaBUTEIEM
3TUX 3a00JIeBaHUI, XapaKTePU3YIOLINXCS U30BITOYHBIM CUHTE-
30M U OTJIOKEHHMEM KOJulareHa B opraHax M TKaHsX. Boiaenstor
JIBE OCHOBHBIE (DOPMBI CKJIEPOJICPMUN: CUCTEMHYIO U OTPaHU-
YeHHYIO (09aroByi0), KaXKmasl U3 KOTOPHIX UMeeT I0BEHWIbHBII
CyOTHII, XapaKTepU3YIOIINiics creruduieckum TeueHrueM. Cu-
cremHas ckieponepmusi (CCJI), wim mporpeccupyronimii cuc-
TeMHBII CKJIEPO3, — MOJIMOpPraHHOe 3a00JieBaHKE, B OCHOBE KO-
TOPOTO JieXKaT UMMYHHbIE HapyllleHUsI U Ba30CMacTUYeCcKue Cco-
CyIMCThIe peakiiuu no tuny (geHomeHa PeiiHo, conpoBoxaao-
1uecs akTuBaunyeit Guopo3000pa3zoBaHUsI U U30BITOYHBIM OT-
JIOXKeHUEM KOMITOHEHTOB BHEKJIETOYHOTO MaTpHKca (KoJuiare-
Ha) B TKaHSAX M BHYTPEHHUX opraHax [1]. DTuomaroreHeTnye-
ckue MexaHu3Mbl pa3Butuss CCJI B HacTosiiliee BpeMsl OKOHYAa-
TEJbHO HE YCTAHOBJIEHBI, OTHAKO OTMEYeHa CTaIUINHOCTh Teue-
HUsST 3aboJieBaHUsI, KOTJa Ha paHHel cramuu (hOPMUPYIOTCS
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TIPOBOCITATTUTEIbHbIE UMMYHOJIOTUYECKE HapyIIeHUsI, BIIOC-
JIE[ICTBUU TIEPETEKAIONINE B DHIOTEIMAIbHYIO TUCHYHKIMIO U
HeoOpaTumbie GUOPO3HbIE U3MEHEHUS [2].

IOBenunbHast CCJ — peakoe 3aboyieBaHUE, KOTOPOE, MO
MaHHBIM aHMIMUACKUX M (UHCKUX MCCIenoBaTeeil, BcTpeda-
ercst B 0,27—0,5 cinyyaeB Ha 1 MJH nereit exxerogaHo |3, 4]. s
IUAaTHOCTUKMU 10BeHMWIbHOU (opMbl CCJ uCIoONb3ylOTCS
knaccupukanuonnsie  kKputepuum PRES/ACR/EULAR
(Paediatric Rheumatology European Society — EBpomeiickoe
00ILIeCTBO MeauaTpuyeckoit pesmaroyiorun, American College
of Rheumatology — AMepukaHcKasi KOJIJIETUsI peBMaTOJIOIOB,
European League against Rheumatism — EBponeiickast aHTU-
peBmatudeckas jmra) 2007 r. (ta6u. 1) [5]. [Ipu ycraHoBie-
HUU IMAarHo3a HeOOXOMMMBI | OCHOBHOI KpUTEpHUii (CKIEPO3
WM MHAYpalus KOXU IMPOKCHMaIbHee IMsICTHO-(alaHTOBbIX
CYCTaBOB) U MUHUMYM 2 JOMOJHUTEIbHBIX KpuTepus. JlaH-
Hble KpUTEpUHU 00JaJaloT BBICOKOW CMeuudUYHOCThIO, HO
TIPU WX UCTIOJIb30BaHUM BO3MOXKHA TUTIOAMAarHOCTHKA 3a00Jie-
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Ta6muua 1. Inarnoctnyeckue kputepun osennibHoii CCJI PRES/ACR/EULAR 2007 r.
Table 1. Diagnostic criteria for juvenile systemic sclerosis PRES/ACR/EULAR 2007

Kpurepwnii ITpusHak
OCHOBHOU IIpokcumasibHOE YIUIOTHEHUE KOXKU
JlonosHUTEIbHBIE:
KOKHBIE CKJIepoaakTUIUS
COCYIMCTBIE DeHomeH PeitHo, KanmMUIIpOCKOMMYECKUe HapyILeHMs,
JIUTUTAIIbHbIE SI3BOYKU
pecnupaTopHbie HuTtepcTuimaibHoe opakeHue jgerkux, cHmkenue DLCO,
JIErOYHasl apTepualibHasi TUMIEPTeH3US
KapAMOJIOTUYeCcK1e ApuUTMUSI, cepieuHast HeI0CTaTOYHOCTD
peHaJIbHbIe [uneproHnyeckuii MOYEUHBIH KpU3, BIEPBbIE BOZHUKILIAS

apTepuaibHas TUIEePTCH3UA

CYCTaBHO-MBIIICYHEBIC

TaCTPOMHTECTUHAJIbHBIC

HEBPOJIOTNUYCCKUE

HMMYHOJIOTUYECKHE

IIpumevanue. DLCO — nuddy3noHHasi cHocCOOHOCTD JETKMUX M0 MOHOOKCULY YIJIepo/a;
AH® — anTunykieapHsiii pakrop; ALIA — aHTHIIEHTpOMepHBbIe aHTUTeNa; a-Scl70 — aHTuTena
K anTureny Scl70; a-RNA — antutena K PHK; anti-PM-Scl — anTuTena K aK30comam.

BaHUsI HA PaHHUX CTaAUAX, MOITOMY LieJecO0Opa3HO AOMOJ-
HutesnbHOe TipuBiedeHue kputepueB ACR/EULAR 2013 r,
paspaboTaHHBIX Wi paHHeil auarHocTuku CCJI y B3pOCIbIX
(tabm. 2) [6].

OmmmunsiMu 1oBeHWIbHOM (popmbl CCJI sIBISIIOTCS MeHee
BbIpaxkeHHOE MOpakeHWe BHYTPEHHUX OpraHOB, YacTOE BOBJIE-
YeHHEe CYCTaBOB, MBILILL U Oosiee OJIaronpusITHBINA MPOrHo3 [7,
8]. B neTrckoM Bo3pacte 3a0oJieBaHUE AeOIOTUPYET ¢ (hpeHOMEeHa
PeitHo, IUTUTATBLHBIX I3BOYCK, apTPUTA U MUO3UTA, TIPU OLICH-
K€ MMMYHOJIOTUYECKUX MMapaMeTPOB OTMeYaeTCsl CKIOHHOCTh K
overlap-cuHIpoMam, yvaiiie BbIaBIsitoTcsa aHTuTeaa K Ul-pubo-
nykieonporenHy (UI-RNP), antu-PM-Scl, B To BpeMs Kak
ALIA BcTpeyaroTcst pexe, yeM y B3pocibix [9, 10]. [TopaxeHnue
ceplia M TovyeK HabiomaeTcst y HeOOJIBIIOro Yucia JeTei ¢
oBeHWIbHOM CCJl, 0mHaKO IJIaBHBIM (DaKTOPOM, OIIPEACIISIIO-
M CMEPTHOCTh, CYNTAIOTCSI KAPAMOMUOIIATUS U MIEpUKAPIUT
[9]. CornacHo maHHBIM POCCUICKUX MCCIeIOBAaHUM, IS I0BE-
HunbHOM CCJI XxapakTepHbl 04aroBoe MOpakKeHWe KOXU pas-
JYHOM JoKanu3auu (55%); JNoKalu30oBaHHbBIE HapyIIEHMS
MMUTMEHTAIUY (TUTIep- U JeTTUTMEHTAIINsI ) ; TOTMMOPGhU3M KITA-
HUYECKUX TTPOSIBJICHUI 1 TEUCHUST; TTIOPaKECHKME OIMIOPHO-IBHUTa-
TEJLHOTO amrapaTa ¢ TeHACHUMEH K pa3BUTUIO KOHTPAKTyp W
MBIILIEYHOI aTpoduu; Haimnuue AeheKTOB pa3BUTHS KOCTENi;
npeobjagaHue nepudepudeckKoi CUMMNTOMATUKM Haj BUCLE-
paJIbHOI; MeIUIEHHOE, ITOCTeIIEHHOe pa3BUTHE IPOSIBICHUM.
Tlpu sipKO BBIpa)KEHHOM OYaroBOM TOPaKEHWH KOXU YMEpeH-
HbIE CCTEeMHBIC TTPU3HAKH 3a00JIeBaHNSI HEPEAKO HE YUUTHIBA-
FOTCS KaK MpY YCTAaHOBJICHUM IMArHo3a, Tak v IIPU Ha3HAYeHUH
Tepanuu [11].

TepaneBTUueckue MOAXOAbI K JICUSHUIO I0OBEHWIbHOM (op-
Mbl CCJI, cyliecTBEHHO He OTJIMYAIOTCST OT TAKOBBIX Y B3POCIIBIX,
TakK Kak 3a0oJieBaHUe BCTPEUAETCS PEIKO U K HACTOSIIIeMY Bpe-
MEHU TMPOBEICHO HEIOCTATOYHO MCCJICIOBAHUN y TAllMEHTOB
JIETCKOTO Bo3pacra [12].

Kpenuraimst cyxoxXwinii, apTpuT, MUO3UT
Jucdarusi, ractpoazodareabHbIN pedIIoKe
HeBpornaTusi, CHHIpOM 3aIisICTHOTO KaHajia

AH®, ALIA, a-Scl70, a-RNA k mommmepase I win 111,
anti-PM-Scl, aHTuTena K aHTUGhUOPWILTMHY, aHTUDUOPUILISIPUHY

Kaunuueckoe naoarooenue

Ilayuenmra K., 30 rem, nocmynuaa é
DPI'BHY  «Hayuno-uccaedosamenvckuli
uncmumym pesemamonoeuu um. B.A. Haco-
Hoeoi» (HUUP um. B.A. Hacornosoii) 6 ag-
eyeme 2020 e. ¢ ycanobamu Ha ouggysHoe
YRAOMHeHUe Koicu, ceubamenbHvle KOHM-
DpaKmypul naeuesuvix, N10Kmeswix, ma3ooeo-
DEeHHBIX, KOACHHbIX CYCMABO8 U U3ICO2Y.

U3 anamneza uzeecmuo, 4mo nayu-
enmka 6oavHa ¢ 3-1emHe2o 6o3pacma
(1993 2.), Koeda nosasuaucey npoepeccupyio-
uee yniomHeHue Kojicu, yMeHvuleHue amn-
AUmMyObl 08UNCEHULL 8 KPYNHbIX CYCMABax,
xoumpakmypol. Penomena Peiino, apmpu-
mos uau 004e3HeHHOCMU 8 CYCMAagax He
ommeyanoce. C 1996 e. nabarwdarace 6
KAUHUKe OemcKux 0oae3Hell ¢ OUAeHO30M:
«CUCMEMHAs CKAePOOepMUsL C NOPAdICeHUeM
KOXMCU, NOOKONCHOLU JHCUPOBOU KAeMYAMKU,
JHceny00uHO-KUUEHHO20 MPaKma (eunomo-
Hus nuujesoda)». I[Iposodumas mepanus
NPeOHU30A10HOM 8 HU3KUX 003aXx u J[-neHu-
YUALAMUHOM — Oblia  HedpgekmusHa.
C 2002 2. nayuenmka He 06caedoganacsy u
He sneuunacv, OUHAMUKU 3a004€8aHUs He
ommeuanoce. B 2007 e. enepesvie obpamu-
aaco 8 HUUP um. B.A. Hacornogoii.

Ha momenm obpawenus panee ycmarosaentwiii ouaernos CCJ
661364/ COMHeHUsl, 0bl10 3aN0003PeHO CKAepo0epMOonodoOHoe Co-
cmosiHue U peKoMeH008aHo 0000caedosanue 8 pamkax ouggepen-
YUANbHOU OUACHOCMUKU 045 UCKAIOYeHUS (PeHUAKEeMOHYPUU, 2AuU-
K02eH0308, MYKONOAUCAxXapuoosa u nepeuuno2o amuioudosa. Ila-
yuenmka oocaedosarna ¢ PIBYH «Hucmumym obueii eenemuxu
um. H U. Basunosa» PAH, ybedumenvHvix OauHbIX 6 NOAB3Y eAUKO-
2eHo3a, myKonoaucaxapudosa, nopgupuu He noayuero. Ilpu euc-
MoN02UHeCKOM UCCAe008aAHUU OUONMAMA KOJCU C Y4ACMKOM No0-
KOJCHOU JCUPOBOUL KAeMYAMKU U HeOOAbUWUM (DpazmMeHmom Mbl-
We4HOl MKAHU amMuaouod He 0OGHAPYICceH, 0OHAKO OMMeHeH Xapax -
mepHblil 015 CKAepoOepMUU MUn U3MeHeHUl: 04ae08as 8aKy0AbHAsS
ducmpogus KepamurHouumos, cKyoHas UHGUABMpPayus Aumpoyu-
MO8 U 2UCMUOUUINO8 BOKPY2 cOCYO08, YNAOMHEHUE U 2UANUHO3 KO-
N1A2eH08bIX 80N0KOH CPEOHUX U 2AYO0KUX 0MOen08 OepMbl pa3AUYHOLL
Ccmenenu 8blpadceHHOCMU, UH@UABMpPAUUs Guopobracmamu no xo-
0y K041a2€H08bIX 80A0KOH, ampopus npudamios Koxcu. [locae 3a-
gepuleHus OughhepeHyuarbHo-0Ua2HOCMUYECcK020 NOUCKA YCIMAHO-
6aen duaenosz CCJI ¢ weenunvHolm Havanrom. Ilposoduaace cocyou-
cmas mepanus, OaumenvHoe 8peMs COXPaHANACh HU3KAS aKmMug-
Hocmb 3aboneéanus. C 2014 e. nayuenmka ommemuna 8blpajiceH-
uyio usicoey. Ilpu gubpoeacmpodyodenockonuu (aseycm 2020 e.)
obHapyxcen nuuesod bappemma.

Ilpu ocmompe: nayuenmra manenvkoeo pocma (142 cm), om-
Meuaemcsi nPONOPUUOHANbHOE YKOPOUeHUe OAUHbl KOHeHHOCmel U3-
3a Hapyuienus pazeumus Kocmeii, 4mo o0yca081eHO PAHHUM Ha4a-
2n10M 3a6onesanus. Obpawarom Ha cebs BHUMAHUE YNAOMHEHUe KO-
Jcu myaoguuia U KoHevHocmei (MOOUDUUUPOBAHHBIL KONCHDBLI
cuem Poonarna 10 6an108), evipadcennas uHOypayus nooNeNcauiux
K KoJice mKaHell u Mbulul;, KOHMPAKMYpbl 10KMeBbiX, N1eYesbix,
mazobedpeHHbIX U KOAeHHbIX CYCmasos (CM. PUCYHOK, a, 0).

Ilpu obcaedosanuu evisenen AHD-Hep2 ¢ mumpe 1/320;
a-Scl70, ALIA u a-RNP70 6viau ompuyamenvhoie. B obuem ananuse
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Kpoeu 00HapyiceHbl AeUKONeHUs
(3,5x10°/n) u anemus neekoii cmeneHu ms-
acecmu (Hb 112 2/n). Ilo dannvim Y3HU
mazob6edpeHHbIX CYCmasos O0npedensncs
b6ypcum 60abuU020 6epmena bedpeHHOl Koc-
mu ¢ 08YX CIMOPOH, 1€80CMOPOHHUL KOKCUM
(orcudKocms 6 uieeuHo-KancyaapHom npo-
cmpancmee 10,2 mm npu Hopme 00 7 Mm).
Ilpu KT, 9x0KT u anexkmpokapouoepaghuu
UBMEHeHULl 8 NecKUX, HapyuleHUll pumma u
npogodumocmu cepoya He @viaeaeHo. Yc-
manosaen duaernos: CCIl, weenunvnas (no
Hauany), XpoHuueckoe meuenue: oup@ys-
Has UHOYpayus MAKUX MKAaHell, KOHmpa-
Kmypbl KPYNHbIX CYCMABO8, SUNOMOHUS
nuweo0a, UMMyHoN0u1ecKue HapyuleHus
(AHD-Hep?2 nosoxncumenvrotii). Hasnauen
memompexcam (MT) 6 doze 15 me nepo-
paavho 1 paz 6 nedearo, evioop MT Obin
00ycA061€H NPeuMyuecmeeHHbIM nopadice-
HUem Kodcu U cycmasgos.

Oocyxnenne. Y MalMeHTKU ObLia q1-
arHoctupoBaHa CCJI ¢ 10BeHWJIbHBIM Ha-
YyajJjoM Ha OCHOBAaHUU KPUTEPUEB
PRES/ACR/EULAR 2007 r.: umenuch
MPOKCUMAIBHOE YIUIOTHEHNE KOXU, apT-
PpUT (KOKCUT), COOPMUPOBAHHBIE KOHTpa-

Taomuua 2. Inarnoctuyeckue kputepun CCJI ACR/EULAR 2013 1.
Table 2. Diagnostic criteria for systemic sclerosis ACR/EULAR 2013

Kpurepuii IIpuzHak Cuer

VioTHeHNE KOXM 00eUX KUCTEM 9

TPOKCUMaJIbHEE MICTHO-(haTaHTOBBIX

CyCTaBOB

VrjioTHeHNE KOXU TTaJIBLIEB KUCTEN OTGK KUCTE 2
CKJIepOAaKTUIIMS TUCTaIbHEE 4

TIsT CTHO—(I)aJ'[aHFOBI)IX CyCTaBOB

JuruTanbHas UIeMus SA3BouKM 2

Py6uuku 3
Teneanruoskraszuu 2
Kanuuisipockonuyeckue MU3MEeHEeHUs: 2
TTopaxeHue Jerkux JlerouHasi aprepuaibHas TUIIEPTEH3MUST 2

1o naHHbIM DXo KT min
MHTEPCTULIMATBHOE MOPAKEHUE JIETKUX
1o naHHbIM KT
®enomeH PeitHo 3

CxJiiepoiepMriyecKre aHTUTeIa a-Scl70, ALIA, a-RNA x momumepase 111 3

st ycranoBneHust nuarnosa CCJL Heobxoarmo Habpath 9 6asiioB, MPU 3TOM MPU3HAKU
TOPaXXEHUsT B OJHOM KPUTEPUH HE CYMMUPYIOTCSI, @ OLICHUBAIOTCS TI0 BBICIIIEMY OaJLTy.

IIpumeuanune. DxoKI — axokapmarorpadust; KT — kommbioTepHast Tomorpadusi.

KTypbI, racTpod3odareaabHblii pedIIOKC ¥ IOBBIIICHNE YPOBHS 0OKOI1 04aroBoii CKJIEpoAepMUN BKIIOYeHbI morphea profunda,
AH®. OcoGeHHOCThIO TaHHOTO KJIMHUYECKOTO CJTydast SIBJISIETCS IUdOY3HBI 203MHOMUIBHBIN (ACUMUT U MHBATUAUZUPYIOLLAS
otcyrctBre XapaktepHbix it CCJ cunnpoma PeitHo, nHTEpCTH- MaHCKJIEPOTUYECKasl JIOKAJIM30BaHHAsI CKJIePOIEPMUST HETEel,
LIMAJTBHOTO IMOPAXKEHUST JTIETKUX M CITEIIUDUISCKIX aHTUTEIT, OTHA- KOTOpbIE OOBEAMHEHBI IO MPUHLMITY MOpPaKEHMST TIIyOOKUX

KO UCIOJIb30BaHME KJIaCCU(DUKALIMOHHbBIX
kpurepueB ACR/EULAR 2013 . mo3Bo-
JISIeT YCTAaHOBUTH JAMATHO3 TIPU HAJTWIUU
TOJIBKO OJTHOTO TTPOKCUMAJILHOTO YILIOT-
HEHUsI KOXM, MOC/e UCKIIOUEHMS CKIle-
pOIEepPMONOIO00HBIX COCTOSIHUIA. Takxke y
MalMeHTKW B aHaMHe3e OTMeuyeH (heHo-
MEH «CyXOTO CHHOBWTa», NMPU KOTOPOM
MPOUCXOINT (DOPMUPOBAHNE KOHTPAKTYP
B OTCYTCTBHE SIPKO BBIPAXXEHHON CUM-
nromMatuku apTputa. «Cyxoil CHHOBUT» B
paHHEM BO3pacTe MOXET BCTpevyaTbCs
MPU TEeHETUYECKU TeTePMUHUPOBAHHBIX
COCTOSIHUSIX (HEMPOMBILLIEYHbIE HApYIlie-
HUS, MYKOTIOJIMCAXapUI03bl, TIIMKOTEHO-
3bl) U MTPY QyTOUMMYHHBIX 3a00JIeBaHUSIX
(IOBEHUWJIbHBIM MAMOINATUYECKUI apTpUT,
IOBEHUJIbHBIII  1€pMaTOMUO3UT, OBE-
HunbHast CCJl). Takum oOpa3oMm, B pam-
Kax quddepeHInaTbHOro AMarHo3a y Ha-
el MareHTKH MOXHO paccMaTpuBaTh
penkue (popMbl OrpaHUYEHHOMN CKIIEPO-
JNEPMUM U CKJIEPOJAEPMOTIOI0OHBIE CO-
CTOSIHUSI IO TUITY CUHIPOMa XeCTKOM KO-
xu (stiff skin syndrome).

J1s1 yTOUHEHMST Y TTAMEHTKU TIpH-
YUH BBIpaK€HHOU MHIYpaIllUM TOIJIeKa~
IIMX K KOXe TKaHEW IMpEeACTaBISIIOT UH-
Tepec 3a00JIeBaHUsT U3 TPYIIITbI [TyOOKOM
04aroBoii ckieponepmMuu. B rpyniy riy-
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ITayuenmra K., 30 nem, konmpaxmypol 10KmMe8biX, Nae4e8blx, Ma300e0peHHbIX
U KONeHHbIX Cycmaegos (a, 6)
Patient K., 30 years, contractures of the elbow, shoulder, hip and knee joints (a, b)
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CJIOEB KOXM, MOAKOXHOW KMPOBOUM KJIETYATKM M MBILIECUHBIX
dacuuit. Morphea profunda — 3aboyieBaHUE C T€HEpPaIU30BaH-
HBIM CUMMETPUIHBIM 00pa30BaHUEM TIIAIKUX TUTIEPITUTMEHTH -
POBaHHBIX CKJIEPOTUUYCCKUX OJISIIIEK C TIYOMHOU TTOpakeHUs,
nocTuraroleit mpimeyHoi Tkauu [13]. [pu dugghyznom s03urno-
GuavHoM acyuume POUCXOIUT UHDMIBTpALUs hacluii 2031~
HoMUIAMU C OBICTPBIM MEPEXOJIOM OT BOCTIAJIMTEbHOM CTaauu
K CKJIEPOTUYECKOIi, UTO 00YCJIOBJIeHO (hopMuUpoBaHUeM (Huo-
PO3HBIX CBSI30K MeXy daciueil U 1epMoil, TTPOHU3BIBAIOIINX
TMOIKOXKHYIO XKUPOBYIO KJIeTYaTKy. KITMHUYEeCKM 3TO TIPOSIBIISIET-
cs1 (pazoii apUTEMBl ¥ OTeKa KOHEYHOCTEH C TTOCIeAYIOIINM Tie-
PEXOMIOM B YIIJIOTHEHHE KOXM M MHAYPALIMIO TTOJKOXHBIX TKa-
Hell. B mepuon BbICOKOIT aKTUBHOCTH 3a00JIeBaHUS B aHAIM3axX
KPOBU BBISIBIISIIOTCSI 303WHOMDWINS, TUIIepraMmMarioOynHe-
mus, yBennueHnue COD u yposHst CPbB, oqHako otcyTcTBUE U3-
MEHEHUIA He SIBJISIETCS TTOBOIOM JUTSI ICKITIOUCHUS IMarHo3a, Tak
KaK OHU MOTYT ObITh HEIOCTOSTHHBIMU [ 13]. HMHearudusupyrowas
NnauHckaepomu4eckas A0KAAU308AHHAA CKaepodepmus demeill —
HauooJiee TSKEbI MOATUIT TJTyOOKON OrpaHMYeHHOM CKIepo-
JIEpMUU, TP KOTOPOM B Bo3pacTte 10 14 jeT ObICTpO pa3BUBaeT-
¢Sl TIIyOOKHUi1 KOXHBIN (hrOpo3, 3aXBaThIBAIOLIUI TaKXKe MOjIe-
JKalllie TKaHU: TIONKOXHYIO KUPOBYIO KJIETYaTKy, (aciuu,
MBIIIIBI ¥ KOCTU. 3a00JIeBaHUE XapaKTepU3yeTCsl CTPEMUTE b~
HBIM pedpakTepHbIM K Tepaluu TeYeHUEM C Pa3BUTHEM OT He-
0O0BIIKX OJISIIIEK Ha TYJOBUILE U KOHEYHOCTSIX A0 IUDPY3HO-
ro MopaxeHHus Teja ¢ 00pa3oBaHUEM SI3BEHHBIX Ne(DEKTOB U
KoHTpakTyp. [Ipyr 3TOM y HEKOTOPHIX MAIIMEHTOB OTMEYAUCh
BUCLIEpaIbHBIC TIPOSIBJICHUSI B BUAC TUIIOTOHMU ITMIIEBOIA U
CHIKeHUs MU PY3MOHHON CITOCOOHOCTH JIETKMX, a TakKXkKe Jia-
GopaTopHble HapylieHus: mo3uTuBHbIN AH®, s03nHOGMINS,
runepramMmaniooyinHeMust U mnosbilieHue ypoBHsi CPB [14].
WHBanumu3upyomas MaHCKJIepoTuIecKas: JTOKaJIn30BaHHas
CKJIEPOJIEPMUS IeTel XapaKTepU3yeTcsl HeOIarompusTHBIM ITPO-
THO30M BCJICIICTBUE YacTOrO 0Opa30BaHMS JJIUTEIBPHO HE3aXKM-
BalOIIUX 3B Ha (POHE YIJIOTHEHUS U HapylIeHUs] TPOUKU KO-
KU U Pa3BUTUEM CENTUUECKUX OCTOXHEHUI, a TAaKXKe 3aTSKHbBIX
MTHEBMOHMI B pe3yJibTaTe HapyLIEHUS] BEHTWISILIUM JIETKUX 13-3a
TMOpakKeHMUsT KOXKU 1 MBIIIIIL TPYIHOU KiIeTKH. bosee MemieHHOe
pa3BUTHE CUMIITOMOB, a TaKXe OTCYTCTBUE MPOTPeCCUPOBAHMS
YIUIOTHEHMST KOXKM Ha TIPOTSDKEHUE IJTUTEIBHOTO BPEMEHH 1103~
BOJIMJIM UCKJTIOYUTH 3TOT TUArHO3 Y Halllei MallueHTKH.

E. Merlin u coaBr. [15] onucanu aBa ciayyast 10KaAAU306aH-
HOU KOAbYe8UOHOU cKaepodepmuu y eTel, TP KOTOPOii B 1e010-
Te 3a00J1eBaHMs Ha (hOHE «CYyXOro CUHOBUTa» C(HOPMUPOBATUCH
KOHTPAKTYpPhl MeX(aJaHTOBBIX, JIy9e3alsICTHBIX, Ta300eIpeH-
HBIX, KOJICHHBIX 1 TOJICHOCTOITHBIX CYCTaBOB, a 3aTEM BO3HUKIIA
KOXHBIE TTPOSIBJICHUST B BUIIE OJISIIIEK HAa CIIMHE M HIDKHUX KO-
HEYHOCTSX. DTU HaOII0IeHUS TTO3BOJISIIOT ClieaTh BHIBOJL O TOM,
YTO B KOHTEKCTE CKJIEPOAEPMUUYECKOUN TPYIIbl 3a00JeBaHUIA
00BEIMHSIONIYIO POJTb MOTYT MUTPATh HE TOJBKO KOXHBIE TIPOSIB-

JIeHus1, HO U heHOMeH (hUOpO3UpYIOlleil apTpoIaThm, YTO He-
00XOIMMO YYMTHIBATh NMpU A dGepeHIIMaTbHON TMarHOCTUKE.
V Hamiell manveHTK He OBbITI0 YeTKO OTTPAaHNUYEHHBIX CKIIepO-
JIEPMUYECKUX OJIAIIeK, OoTMedasnoch nud@y3HOe YIUIOTHEHUE
KOXM Hapsily ¢ BUCLEPAJIbHOM TMATOJOTHEH, TTO3TOMY IMarHo3
YKJIaAbIBAJICSI B PAMKM CHUCTEMHOTO 32001 BaHMSI.

BBuny npeobiaganust puOpO3HbIX U3MEHEHUI KOXU U Cy-
CTaBOB MpoBoAMJICS NUbGEPEeHIINATbHBIN AUATHO3 C CUHOPOMOM
acecmkoil kKoycu. CUHIPOM XECTKOW KOXU — HEBOCHAIUTEb-
Hoe (pubpo3upylolee 3ab0eBaHNe ¢ BOBJIEYCHUEM KOXH, Jac-
TO COIPOBOXIaloIeecss 00pa3oBaHWEM KOHTPAKTYP BEPXHUX U
HWXXHUX KOHeYHocTel. Ha maHHBIIT MOMEHT B MUpPE 3aperucT-
pUpOBaHO 52 Takmx manueHTa [16]. B omrcaHHBIX KITMHUYECKHUX
HaOJIOeHUSIX Y OOJIBHBIX C pAHHETO BO3pacTa OTMEYaioch Mo-
CTeTIeHHOE HeYKJIOHHOE pa3BuThe hrbpo3a IepMbl U TOIIeXKa-
IIMX TKaHEU ¢ TTopaxkeHreM (haclvii ¥ IMOCeIyOIIMM BOBICUe-
HHMEM CYCTaBOB, OOBIYHO TJIEYEBOTO M Ta30BOTO Mosica, ¢ obpa-
30BaHMEM CTOMKUX KOHTPAKTYyp. B mosoBrUHE ci1yyaeB BbISIBIISLI-
cs JIETKMI TMIepTpuxo3 Ha Oepax. BucuepajibHble 1 UMMYHO-
JIorMyeckre HapyuieHusi otcyTctBoBasiu [17]. B 6GuonTarax Ko-
KU TIOpaXkeHHBIX 001acTell MPU3HAKOB BOCTIAJIEHUSI HE OOHAapy-
KWBAJIM, OIPENe/Isioch YBEIMYEHUE KolMdyecTBa (pubpodia-
CTOB U KJIACTEPOB AIMIIOLUTOB, «3aEePThIX» YILUIOTHEHHBIMU
KOJUTareHOBbIMU BoJiokHamu [18]. TlatoreHe3 cuHapoMa KecT-
KO KOXM HEIOCTaTOYHO M3Yy4YeH, OIHAKO MPU MCCeNOBaHUN
ceMelHbIX ¢opM OblTa chopMUpOBaHA TUIIOTE3a O MYTAllMK B
rene FBNI (fibrillin 1), komupytomem 6enok bubpwumH 1,
BCJICACTBUE YETO MPOUCXOAUT M30BITOUHAS aKTUBAIWS TpaHC-
dopmupyroiero daxkropa pocta f (TGFf), mpusoasimas k nu-
cperyasiiuu hpuopoTUYECKUX MpolieccoB B TKaHsX [19]. B npen-
CTaBJICHHOM HaMM KJIMHUYECKOM cliyyae Mpu OMOTCUU KOXU U
TToIJIeKaIINX TKaHe| BhIsIBJIeHa MHGUIBTPALVS TUMMOIIMTOB 1
TMCTUOIIMTOB BOKPYT COCYIOB, TIPU 3TOM OTCYTCTBOBAJ Xapak-
TEPHBII MTATTEPH «3aIlePThIX» KIACTePOB aUIIOIUTOB, UMEINCh
BUCILIEpAJIbHBIC MOPaXXeHUsI 1 UMMYHOJIOTUYECKUE HAPYIICHUS,
YTO TMO3BOJIMIO UCKIIIOYUTD IMATHO3 CUHAPOMA KECTKON KOXM.

3akmouenne. CCJl ¢ HayamoM 10 16 JeT MMeeT KIMHUYE-
CKHe 0COOEHHOCTU, KOTOPBIE COXPAHSIOTCS y B3POCIBIX 6OJIb-
HBIX U (POPMUPYIOT CBOEOOPA3HBI 0OJUK IOBEHWIbHOU (GOp-
Mbl. BBuny sBHbIX oTianunii CCJl ¢ 1oBeHWJILHBIM Ha4yajioM OT
KJ1accuyeckux (GopM 3abosieBaHMSI HEOOXOAMMO TIPOBEACHUE
NaJTbHEUIIMX UCCIeAOBaHUM 111 yTOUHEHUSI XapaKTEepHOI Kap-
TUHBI 00JIe3HM, HAYaBLIEKCs B IETCKOM BO3pacTe, U pa3padoT-
KJ TIONPOOHBIX aJITOPUTMOB €€ paHHEeW NMarHOCTMKM. Takxke
MPEACTABISCTCS MEPCIICKTUBHBIM M3ydeHHe 3(DHEKTUBHOCTU
CTpaTerMii MaTOTEHETHMYECKOM Tepanuu HOBEHWIBHBIX (OpM
CC]JI ¢ ak1IeHTOM Ha KJIMHUYEeCKHUE MTPU3HAKU U UMMYHOJIOTH -
YecKMe MmapaMeTphl, YTO TMO3BOJUT M30exXaThb (hOPMUPOBAHUS
CTOMKMX (PYHKIIMOHAJIbHBIX HAPYIIEHWI 1 YJIYIIINTh Ka4eCTBO
KU3HU TTAlIMEHTOB.
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