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KJIMHUYECKHUE MMPOSABJIEHUS 1 OCOBEHHOCTH TEUEHUSI OTPAHUYEHHOM
CKJUIEPOJEPMHUHU B JIETCKOM BO3PACTE

Myn A.B., Maunanoe A.M.
TankeHTCKU neguaTpudecKuil METUIIMHCKUI HHCTUTYT

v’ Pestome

B cmampue onucanvl 0cobeHHOCHU KTUHUYECKUX HPOAGTEHUL 02PAHUYEHHOI CK1epodepmun 6
oemckom eo3pacme. Yacmoma ecmpeuaemocmu OmMOEAbHVIX KIUHUYECKUX (opm u ux
npeobnaoanue 6 pazHvlX 603PACHMHBIX NEPUOIAX.

Knwuesvie cnosa: ozpanuuennas ckuepooepmus, mopgea, demu, 0CO6eHHOCHU MeyeHUs.

CLINICAL MANIFESTATIONS AND FEATURES OF THE COURSE OF LIMITED
SCLERODERMA IN CHILDREN

Mun A.V., Mannanov A.M.
Tashkent Pediatric Medical Institute

v' Resume

The article describes the features of clinical manifestations of limited scleroderma in childhood.
The frequency of occurrence of individual clinical forms and their prevalence in different age
periods.

Key words: limited scleroderma, morphea, children, course features.

BOLALARDA CHEKLANGAN SKLERODERMA KURSINING KLINIK
KO'RSATISHLARI VA XUSUSIYATLARI

Mun A.V., Mannanov A.M.
Toshkent pediatriya tibbiyot instituti

v Rezyume

Magolada bolalik davrida cheklangan sklerodermaning klinik ko'rinishlarining xususiyatlari
tasvirlangan. Shaxsiy klinik shakllarning paydo bo'lish chastotasi va ularning turli yosh davrlarida
targalishi.

Kalit so'zlar: cheklangan skleroderma, morfeya, bolalar, kurs xususiyatlari.

AKTYaJIbHOCTH
OBPEMEHHBI TEPMHUH «cKJepoaepMusi» Obu1 npemioken E.Gintrac B 1847 romy. CoriacHo
C COBPEMEHHBIM  TIPEJICTABIICHUSM, TEPMHUH OOBEAHMHSAET IIHUPOKHWA Kpyr 3aboleBaHWit
CKJIEPOJICPMHYECKON TPYIIIIBL: OT CKJICPOJCPMUU CUCTEMHOW M JIOKAIN30BaHHOM JI0 HHAYIIMPOBAHHBIX
(G opM H MCEBIOCKIEPOACPMHUH.

Orpannuennas ckieponaepmust (OC) - XpoHHUECKOe ayTOMMMYHHOE 3a00JIeBaHNE COSTMHUTEILHOM
TKaHH, XapaKTePH3YIOLIEeCs] 0YaroBbIMH BOCHAIHTEIBHO-CKICPOTHYCCKUMU W3MEHEHUSIMH KOXH H
NOJIKANIMX TKaHeH Oe3 BOBICYCHHS B MATOJIOTHYECKUH NPOLECC BHYTPEHHUX OpPraHOB H
aKpOCKJIepO3a, a TAK)Ke OTCYTCTBUEM XapaKTepHbIX i cuctremuoctd antuten (MKB-10; L 94) [1, 2].

HeCMOTpSI Ha OTCYTCTBHUE O(i)I/IHI/IaIIbeIX CTaTUCTUYCCKUX JOaHHBIX, MOXHO YTBCPXIAaTbhb, 4YTO
OOJIBHBIX C TAKAUM ayTOMMMYHHBIM 3200JIeBaHHEM, KaK 049aroBasi CKJICpOACPMUS CTAHOBUTCS OOJIBIIE U
oTMevaeTcs OoJiee arpecCHBHOE TeueHue 00Jie3HU. BeposaTHON MPUYHHON dTOMY CIYXKHT COXpaHEHHE
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TaKUX TPOBOIUPYIOMHNX (PAKTOPOB, KaK SKOJOTHUECKUN MPECCHHT, HEpalnOHaJbHas BaKIIMHAIIHUS,
aJyIepru3aiis HaceJIeH s, a TaKKe C HeCOOI0IeHHeM HOPM Auchancepusarun [4, 12, 13].

HecmoTpss Ha MHTEHCHUBHBIE UCCICOOBAHUS IOCIEAHUX NECSATUIICTHH, OTMEYAeTCs TEHICHUUS K
yBenuueHnio yucia 6oipHbIX OC ¢ Oosee arpecCHBHBIM TeueHHEM 0o0Je3HH, TakuM obpazom, OC
OCTaeTcsi OJHOW W3 aKTyallbHBIX MPOOJeM COBpPEeMEHHOW MeNuIHHBL. [0 cHX Mop He ycTaHOBIEHA
9THOJIOTHS, HEJJOCTATOYHO M3YyUeH marorenes 3abosesanus [3, 5, 11].

Paznmnunbie knmuandeckue Qopmbl OC cocraBistor 2,7 Ha 100 000 HaceneHuss B CTPYKType
JIEpPMATOJIOTHYECKOM ITaTOJIOTHH U3 HUX Ha IETCKUH Bo3pacT npuxoautcs 34 - 40% [4]. Ha moro mereit,
oompHBIx OC 20% cTpajgaroT CHCTEMHOH cKiepomepMmued (C  MOpaXeHWeM KOXH  II0
AKPOCKJIEPOTHYECKOMY MK AU (Y3HOMY THUILY), B LIEIOM JOCTOBEPHO Yallle BCTPEYAIOTCS JTMHEHHBIE
(opMBI, U1 KOTOPBIX XapaKTEPHO arpecCHBHOE TEUEHHE C BOBJICUYEHHEM I'TyOOKUX TKaHEH BIJIOTH 10
pa3BUTHS ASCTPYKIHHU U Aedopmarn Kocteil. K Takum TspkensiM (opMaM OTHOCSITCS: CKIIEPOASPMUS
JHIA 10 THITYy «yJaap cabieii», Ui KOTOpOH XapakTepHO OBICTpOe pa3BUTHE aTpOo(UU KOCTHOW TKaHU
yeperna ¢ (QOPMHUPOBAHHUEM TSDKEIBIX KOCMETHYECKUX Je(PEeKTOB, CKIEpOJAepMHS, MPOTEKaIoas C
MPEUMYIIECTBEHHON JOKaIN3aIiel 09arop Ha KOHEYHOCTSIX, KOTOPBIE YacTO MPUBOASAT K Pa3BUTHIO
CYXOXKWJIHHO-MBIIIEYHBIX KOHTPAKTyp W HApPYIIEHHIO POCTa KOHEYHOCTEH, YTO SBISETCS YacToil
NpUYMHOW WHBanMIu3almu [6,7, 14, 15].

Mopdea — pazaoBumHocTs OC B BHIE CIHMHHYHBIX HJIW MHOXKECTBEHHBIX OJIAIICK, a TakkKe H
TUHeHas (hopMa — BCTPEYAIOTCS] OTHOCHUTENFHO YacTo U 0oiee akKTHBHO MIPOSBISIOTCS B TIepBhIe 3—4
rojia 0oJIe3HH.

o nactosiiero Bpemenu OC sBIsieTCS IEPMAaTO30M, B STHOJIOTHH U MATOT€HE3€ KOTOPOTO OCTaeTCs
MHOTO CJIOHBIX M HEPEUIeHHBIX BonpocoB. Cunraercs, uto OC mynbTrhakTopruanbHoe 3a001eBanme,
B OCHOBE KOTOPOTO JIEKHT B3aUMOACHUCTBHE OK30- M DJHAOTCHHBIX (DAKTOPOB C T'EHETHYECKU
00yCIIOBIEHHON K HEMY TPEAPacookeHHOCTRIO. [16, 17, 18]

Kimangeckoe TedeHne orpaHIYeHHON CKIIEPOAEPMHUH, B IETCKOM BO3PACTE, B OTIMYNE OT B3POCIBIX
UMEET CBOM OCOOEHHOCTH. B CBsi3W C dYeM, H3y4YeHHE OCOOEHHOCTEH KIMHUYECKOTO TEUSHHs
OTPaHUYEHHON CKIICPOJACPMUHU Yy JETeHd C y4YeTOM HX BO3pacTa IMO3BOJSIET BBISIBUTH MEXaHH3MBI
(dbopmupoBaHUst 00JIE3HH B KAKJOM KOHKPETHOM BO3PACTHOM IIEPUOJIE, OLICHUTH POJIb UMMYHHUTETA, KaK
¢akropa pazeutus. UsydeHnune ponu 3tux ¢pakTopoB B MaHupecTaruu 1 GOpMHPOBAHUN OTPaHUICHHON
CKJICPOJICPMHU Y JIETEHl 1aeT BO3MOYKHOCTD TOHATH MATOTCHETHYECKYH0 TpUpoy Oonesnu. [8, 9, 10]

B cBsi3u ¢ 3THM, B AETCKOM JepMmarosiorudeckoM otaeiacHuu kadeaper TamlIMU Obiin n3ydeHb!
KITMHIYECKHe O0COOEHHOCTH TEUEHHsI OTpaHWYeHHOW ckiepojepmun y 68 mereil. Bozpact 0OmbHBIX
JieTer cocTaBisii ot 3 1o 18 net, u3 Hux qeBodek 0110 46 (67,6%), ManbunkoB — 22 (32,4%). YuuTeiBas
0COOCHHOCTH KOXXKH B pa3Hble BO3pPACTHBIC MEPHOABI, KIMHHYECCKHE TPOSIBICHHS 3a00JICBaHUS, IS
JABHEUIIIeT0 aHalin3a OONbHBIC JETH OBUIM CTPYIMITUPOBAHBI B CIEIYIOIINE BO3PACTHBIE TPYIIIHL:
pannwmii (1-3 roma), mOMKOIBHBIN (3-7 NeT), MIaMMIANA IIKOJBHBIA U TOAPOCTKOBBINA (7-14 7ner) u
moapocTKOBEIi (14-18 neT). B Bo3pactro# rpynme ot 1 g0 3 net 6su10 8 (11,8%) meteit, ot 3 mo 7 net
— 16 (23,5%) u B Bo3pacte ot 8 10 14 net 36 (52,9%) 6onbHBIX, OT 15 10 18 et 8 (11,8%). Cpennuit
BO3pacT 00IbHBIX cocTaBisut 8,7440,8 ner. (Tabmuma 1.).

Tabmuma 1.
Pacnpenenenue iereii, 00J1bHBIX OTPAHUYEHHON CKJIepoiepMHueii, 0 BO3PACTY U MOJIY.

Bo3spactHsle rpynmnst
[Ton
1-3 ner 4-7 net 8-14 ner 15-18 mer Bcero
n % n % n % n % N %
Mapunku - - 12 17,6 10 14,7 - - 22 32,4
JleBouKu 8 11,8 4 59 26 38,2 8 11,8 46 67,6
Bcero: 8 11,8 16 23,5 36 52,9 8 11,8 68 100,0

Cpenu o0ciieIoBaHHBIX OOJBHBIX, HAONIONANIOCH CIEAYIONIee paclpelielieHHe M0 KIMHUIECKUM
dopmam OC: y 39 (57,4%) naiueHToB Oblia IpeacTaBiieHa JuHEHHOM, v 27 (39,7%) - OnsineuHoi
dopmoit u y 2 (2,9%) — B Buae ckiepoatpoduueckoro juxena. [Ipn KIMHHKO-IA00OPaTOPHOM M
MHCTPYMEHTAJIbHOM 00cinetoBaHnnu 00abHbIX OC NMPU3HAKOB CUCTEMHOCTH BBISIBIICHO HE OBLIO.

YV 60 (88,2%) marmerToB UMENHCH OT 1 110 3 0o9aroB, y 4 (5,9%) 60IBHBIX UMENHUCH OT 4 10 6 09aroB
uy 4 (5,9%) o0cre0BaHHBIX UMETHCh MHOXKECTBEHHBIE OoJiee 6 ouaros (puc.l).
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Pacrnipenenenre G0IBHBIX O
kosm4ecTBy odaroB OC

= 1-3o4yara = 4-6o04aroB = 6osiee 6 oyaros

Puc 1. Pacnpedenenue 6oapHbIx no koauvecmay ouazoe OC.

[Ipu uccnenoBaHUM MPOJOKUTEIBHOCTH M BO3pacTa Havasa 3a00JIeBaHus, BBISBICHBI CIICTYIOIINC
JTAaHHBIE: BO3pAcCT Hadama 3a0oJyieBaHUs Kojebajcs B mpenenax oT 2 go 10 mer, cpepHee 3HadeHHE
cocTaBmio 6,4 TOa, TPOJAOIDKUTENLHOCTD 3a00JIEBAHMSI COCTABIISIA OT 3 MECSAIEB A0 6 JIeT, a CpeaHee
3HaueHue 2,55 roja.

Puc.2. braweunasn cknepooepmus

Ha momenTt OCMOTpa IpH MOCTYIUICHUU OYaru OoC HaxXoAWJIMCh Ha PA3JIMYHBbIX CTAAUAX PA3BUTHUA:
OTeKa W IPUTEMBI, CKIIepo3a, aTpoPHUu U X COYECTaHUi. Y OIHOTO M TOTO ke OOJHHOTO OTMEYaIoCh
pa3BUTHE 04YaroB Ha pa3IMYHbIX CTagusx. Tak, craaus spuremsl ormeueHa B 11 (16,2%), ckieposa — B
24 (35,3%), sputembrtckiieposa - 7 (10,3%), arpoduu — B 21 (30,9%), ckinepostarpodpus — 3 (4,4%),
apuTeMbl-t+ckiepost+arpodun — B 2 (2,9 %) ciyuasx (puc. 3.2). Kak BUJHO W3 NPUBEACHHBIX JaHHbBIX,
OoJIbHBIE OOpAIANCh 32 KOHCYJIbTAIIMEH W JICYEHHEM II0CIIe Pa3BUTHUS CKIEPOTHYECKUX M3MEHEHUH
KOKH, TIPH HAJIMYHHU J1epopManuii 1 KOCMETHYECKUX 1e(EeKTOB.

Pucynok 3. braweunas gpopma ozpanuuennoii cknepooepmuu 6 cmaouu yniomuenus (a) u ampsguu (6)
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Crapgumn OC
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Knuandgeckue 0COOCHHOCTH OTPaHWMYEHHON CKJIEPOJAEPMHUHM B IETCKOM BO3pacTe. Y UIUTHIBAsI
HEKOTOpBIE aHATOMO-(QHU3HOJIOTHYECKHE OCOOEHHOCTH AETCKOI'O OPraHr3Ma, HEOOXOIUMO BBIAEIHUTH
OTIMYHUTENbHBIE 0COOCHHOCTH OTPAaHHYCHHOW CKIEPOACPMHUH Y IETEH:

1. Ilpeobnananue nuHEHHBIX (HOPM MOPAKEHUS, NPUBOAAIINX K 3HAYMTEJIBHBIM AedopManusaM u
KOCMETHUYECKUM JIe)eKTaM JIMa U KOHEYHOCTEH 3a CUET OTCTaBaHHA B POCTE MATOJIOTHUYECKUX OYaros
Ha (poHE pocTa U yBenUUEHHS B 00beMe IPYTUX OPTaHOB M CUCTEM (B TOM YHCIIE KOCTHO-MBIILIEUHON).

2. Ilpu cpaBHUTENBFHON XapaKTEPUCTHKE MPOBOIMPYIOMINX (AaKTOPOB pa3BUTHs 3a00JeBaHUS Y
JeTell BBIABIICHO Npeo0ialaHie PecIupaTOPHbIX U AETCKUX MHEKINH, a TaKKe TPaBM, B OTIMYUE OT
B3pOCIIBIX, Y KOTOPBIX TJIAaBHYIO POJIb UTPAIOT S3HAOKPHUHONATHH.

3. Hambonee moaBepkeHBI 3a00JIEBAaHHUIO JIETH JOMIKOJIBHOTO M PAHHETO IIKOJIBHOTO BO3pacTa,
BO3HMKHOBEHHE 3a00JICBaHKS B PAHHEM JIETCKOM BO3PAacTE OTHOCUTEIIBHO PEIKH.

4. B meTckoM Bo3pacTe oTMedaeTcsi 0ojiee arpecCHBHOE TEYEHHE OTPAHUYCHHOW CKIICPOISPMHUH C
OBICTPBIM MPOTPECCUPOBAHNEM U BOSHUKHOBCHHUEM HOBBIX 0YaroB WM YBEIUYCHUEM WMEIOIIIUXCSI.

5. OtcyTcTBHE CyOBEKTHBHBIX KaJI00 Ha MPOTSDKEHUH CYHIECTBOBaHUS 3a00JIeBaHUSI MPUBOJUT K
MO3IHEMY BBISIBJICHHIO A€pMaTo3a. B OonbIIMHCTBE CilyyaeB POAMTENH MALMEHTOB OOpamaroTcs 3a
MEIUIMHCKON MOMOIIBIO MPY HATMYHMH B OYarax MpU3HaKOB YIUIOTHEHHS, a HEPEIIKO — YKE U aTPOHH.
BeposiTHO, 3TO Tak:ke MOXKET OBITH CBSI3aHO C BHICOKOM OBITOBOM TpaBMaTH3allMel, YTO HOpMHUPYET y
poauTenell BOCHpUsATHE HaYyaJIbHON cTaauy 3a00JieBaHNs B BUJIE CHHEBATO-PO30BBIX 0YaroB Ha KOXE B
Ka4eCTBE MMOCIIEICTBUNA TPABMBbI («CHHSIKNY).
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