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AHHOTanms. B cTaTee paccMOTpEH KIMHUYECKHAN CITydal JUAarHOCTUPOBAHHOM
IOBEHWJIbHOW CHCTEMHOM CKJIepoJiepMuu y pebeHka B Bo3pacte 5 jer. OmnucaHo
OCTpO€ Hayaso 3a00JieBaHMs, TPU MaHU(]ECTAIMH KOTOPOTO BEAYITUM KIMHUYECKUM
CUHAPOMOM ABJIAJIOCH IIOPAKCHHC KOXHOI'O IIOKpOBa IIpyU OJHOBPCMCHHOM
OTCYTCTBUHU CIIEIU(PUUECKUX JTAOOPATOPHBIX KPUTEPUEB 3a00JICBAHUS.

Annotation. The article describes a clinical case of juvenile systemic
scleroderma diagnosed in a child at the age of 5 years. Described acute onset of the
disease, when the manifestation of which was the leading clinical syndrome of the
skin lesion, while there is no specific laboratory criteria for the disease.
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FOBenumnbHas cuctemuas ckiepoaepmus (FOCCH, CCJl) - xpoHuueckoe
CUCTEMHOE 3a00JI€BaHNE COCTMHUTEILHOW TKaHM, Pa3BUBArOIIEeCs B Bo3pacte 10 16
JET W XapaKTEPH3YIOIIEeCs MPOTrPECCUPYIOMUMH  (PUOPO3HO-CKICPOTHUCCKUMHU
W3MEHEHUSIMA KOKH, OTIOPHO-JBUTATEILHOTO arapara, BHYTPEHHUX OPTaHOB H
Ba30CMACTUYECKUMHU PEAKIUAMU O TUIy cuHapoMa PeitHo [1].

FOCC/J] - penxoe 3ab6oneBanue. Ilepsuunas 3a6oneBaemocts FOCCJ] - 0,05 Ha
100 000 nacenenusi. PacnmpocTpaHEHHOCTh CUCTEMHOM CKIIEPOJACPMHUH y B3POCIBIX
Kojebnerca B mpeaenax 19-75 cmaywaeB Ha 100 000 Hacenenwus, 3a601€BaeMOCTh -
0,45-1,4 na 100 000 HaceneHust B TOA, MPHU 3TOM JI0JIA €Tl B Bo3pacTe A0 16 ner
cpenu OOJIbHBIX CHUCTEMHOM CKJepojepMmuei cocrabisger Menee 3%, a nereid B
Bo3pacte n0 10 ;mer - menee 2%. CucremHas CKIEpOJAECpMHSl y JETEH yalle
HAYMHAETCs B AOLIKOIBHOM M MJIAJIIEM IIKOJIbHOM Bo3pacTte [1].
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HaubGonee xapakrepHsiM mnposiBienuem CCJl siBisieTcs MNOpakeHHE KOXKHU.
KoXHBII CHHIPOM OIpeAeisieT OCHOBHYIO crHenuuKy 3a0oieBaHus, HAOIIOMaeTCS
MPAKTUYECKH y BCEX OOJBHBIX W WMEET BeAyIlee 3HAaYeHWEe /I yCTAHOBJICHUS
MPaBUJIBHOTO AWartosa [2].

JlaGopaTopHble WCCIEIOBaHHUS WMEIOT OTHOCHUTEIHHOE JHArHOCTUYECKOE
3HAYCHHUE, HO TIOMOTAIOT OIICHUTh CTENEHb aKTUBHOCTH, a TakKe (PYyHKIIMOHATHHOE
COCTOSIHHE€ HEKOTOPhIX BHYTPEHHHUX opraHoB. CkieponepMocnenupudecKue
aHTuTeNa — anTuHyKJIeapHbie anturena (RP-155, PM-ScL100 u apyrue) npu FOCCJI
BCTpevaroTes y 81-97% manueHToB, aHTHUTONOM30MepasHbie antutena (Scl-70) — vy
20-30% gereiit ¢ CCJl, antunentpomepusie aHtutena (CENP-A, CENP-B)
oOHapy>KUBaIOT IpUMEPHO y 7% nereit [1].

Jleuenue HOCC]] mnpencraBiaser coOOM  JIMTEIBLHOE  HCIIOIb30BaHUE
MEJMKAMEHTO3HBIX CPEJCTB 0a3UCHOW Tepamuu, OpraHoCHeU(PUYECKYI0 TEpaIluio,
MECTHYIO Tepanuio, HEMEJINKAMEHTO3HOE JIeUeHUE, CeIMaIbHBIA yX0/ 3a Koxel. B
KadecTBe Oa3MCHOM Tepamuy HCIOJIB3YIOT TIIOKOKOPTHKOWBI, ITUTOTOKCHUYECKHE
cpeAcTBa U aHTU(UOPO3HBIE TIpenapaTsl [1].

Heanr ucciaenoBaHuss — JACMOHCTpAIldsS KIMHUYECKOTO Cydas CHCTEMHOMN
CKJIEpOJEpMUM y peOeHKa 5 JIeT.

MarepuaJibl M1 METObI HCCJIEIOBAHUS

[IpumeHsICS KIMHUKO-aHAMHECTUYECKUH METOJ| HWCCIEAOBAaHMS: H3YUYCHHE
aHaMHE3a — aHaJU3 TEPBUYHOM MEIMIIMHCKOM JOKyMEHTaluu (amMOyJIaTopHOM
KapThl), WCTOPUU OOJIE3HH; H3YUYCHUE KIMHUYECKOW KapTHUHBI - OOBEKTHUBHBIM
OCMOTp, aHaIHM3 JabOpPaTOPHBIX U HHCTPYMEHTAIBHBIX METOJOB HCCIIEIOBAHUS Y
pebeHka B Bo3pacte 5 jeT, HaOmroaaBmerocs ¢ auarao3om: CC/I.

Pe3yabTarhl Hcc/Ie10BaAHUS U UX 00CYK/IeHNE

[Ton HabmroeHMEM HaXOIUJIach MallMeHTKa B. B Bo3pacTe 5 J1eT ¢ 1uartHo3oM:
CCA. Ilpu noctymniaeHuu NMpeabsIBIsIIUCH KalOObl HA CTAHYTOCTh KOXHU MaJIbIIEB U
TBUTa PYK ¢ 00EUX CTOPOH, KOKH TOJICHEH M ThIJIa CTOT, OTMEUYAINCh HEBO3MOXXHOCTh
MOJTHOCTHIO COOpaTh MaNbIbl B KyJlaK, OTpaHWYEHWE CTUOAHWUS W pa3rHOaHus B
Jy4e3arsiCTHBIX, TOJICHOCTOITHBIX U KOJICHHBIX CYCTaBaXx.

W3 anamMHe3a )U3HA OBLIO BBISICHEHO, YTO aHTCHATAJLHBIN M MHTPAHATAIbHBIH
Mepuoabl  mpoTekaau O0e3  ocoOeHHOcTel. B pesymbrare  MPOBEICHHOTO
HEOHATAJIBPHOTO CKPWHHMHTA PEOCHKY B Bo3pacTe 14 CyTOK ObLT BBHICTABJIEH AUATHO3:
Oenunkeronypus (PKY). B nanpaeiimem pedenok Habmoancs ¢ nuarnozom: OKY,
KJaccuueckast popma. beuta Ha3HaYeHA TUETOTEPAITHS.

AHamHe3 HacTosimiero 3a0osieBaHus. llepBeie cUMITOMBI  3a00JIeBaHUS
NOSIBWIMCH B Bo3pacTe 5 net 4 MecsueB. PebeHok Obul 00cienoBaH B yCIOBHUSIX
obnmactHoro menunuHckoro yupexaenus (OJKB Nel) kapauopeBmMaTonOTH4eCcKOro
ormencHus. JleBouke ObUT TPOBENEH TOJHBIA  KOMIUIEKC  KIMHUYECKUX,
71a00paTOPHBIX U MHCTPYMEHTAJIBHBIX HCCIeOBaHU. B pesynbrare mpoBeaeHHOTO
MMMYHOJIOTHYECKOr0 00CJIEeI0OBaHUs: UMMYHOOJIOT aHTUHYKJIeapHbX aHTuTen (RP-
155, PM-ScL100) uMen coMHUTENbHBIA PE3yIbTaT, aHTUTONIOM30MEPA3HbIX aHTUTEI
(Scl-70) u antunentpomepusix antutea (CENP-A, CENP-B) Obut oTpHIIaTeIbHbIH,
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anTuHenTpouibHble 1nurToruiazMaruyeckue anturena (ANCA-PHU®) Obun
orpuniarenbubie. [lpu mpoBemennmn Y3M  opraHoB OpIONTHOW TOJIOCTH ObUIH
BBISIBJICHbl PEAKTUBHbIC HU3MEHEHUSI TEUEHU W YMEPEHHas  CIJICHOMErajusl.
OpnHOBpeMEeHHO peOeHKY Oblia MPOBEIeHAa OMOTICHS KOXH M TOJKOKHON KIIETYATKH
(pe3ynbTaT uccHenoBaHUS: (PParMEHT KOXU C OTEKOM U CKJIEPO30M  JIEPMBHI,
Pa3BOJIOKHEHHEM  IYYKOB  KOJIJIar€Ha, BOKPYT MEJKUX  KamWUIspOB CKyAHAas
muMmorpanynonuTapHas — WHOUIBTpaIMsa), KOTopas HE JaBaja yOeIMTEIbHBIX
nanHbix 3a CCJIl. Ha DHMI Obln BbIsSIBIEHBI MpU3HAKA MOTOPHOM HEBPOMATHH IO
aKCOHAJIBLHOMY TUITY MaJloOEpIIOBBIX HEPBOB CIpaBa U CJIeBa, CEHCOPHAas HEBPOIATHUS
MOBEPXHOCTHON BETBU MajioOEpIIOBOTO HEpBa CJI€Ba, MKPOHOXKHOTO HEpBa CIpaBa,
MPOBOJIMMOCTH UKPOHOKHOTO HEPBA CJIEBA - HIDKHSS TpaHUIla, YTO OBLIO PaciieHEHO
kak nposieienne ®KY. Ha ocHoBaHuU MpOBENEHHOTO OOCIENOBAaHUS JEBOYKE ObLI
BBICTABJIEH JTINarHo3: FOBeHnubHas OrpaHUYCHHAs CKIIEpOAECPMHUS,
nporpeccupytoimiee TeueHue. DeHUIKeTOHypus. PesunyanbHas 1epeOpasibHas
HeJIoCTaTOYHOCTh. [{epedpocTennueckuii cuuapoM. CeHCco-HeBpayibHAsE HEBpOMaTHs
Maji00epIOBBIX HEPBOB.

[ToBTOpHas rocnuTanu3aius pedoeHka B KapAMOPEBMATOJIOTHYECKOE OTACICHUE
OblJIa OCYIIECTBJIICHA Yepe3 MECSI[ C LEJbI0 YTOYHEHHUsSI JUarHo3a U KOPPEKIUU
tepanuu. [Ip¥ TOCTYMJIEHMM COCTOSHUE JI€BOUKH PACIICHUBAJIOCh KaK CpeaHel
CTETEHM TSHKECTH 3a CUET BEAYIETr0 KIMHUYECKOTO CHUHAPOMA - TMOPAXKEHUS KOXKU:
OTMEYAJICS BBIPAKCHHBIA HWHAYPATUBHBI OTEK KOXM BEPXHUX U HIKHUX
KOHEYHOCTEH, >KMBOTA, MOSACHUYHON obOiacTtu cnuHbl, juna. [Ipu ocmoTpe koxka
BBITIIETIEPEUNCIICHHBIX 00acTei Tenma Oblla TUIEpEeMUpPOBaHa, CTSHYTa, OJecTsIas,
moTHas Ha omynbk. OOpamano Ha ceOs BHUMaHWE HalW4YUE CrHOATEeNbHBIX
KOHTPAKTYP MsICTHO-(aTaHT OBBIX, Mex(hamaHTOBBIX CyCTaBOB KHCTEH,
Jy4e3arsiICHbIX, KOJICHHBIX U TOJICHOCTOIHBIX CYCTAaBOB 3a CUET MOPAKEHHS KOXKHU.
OkoJiocyCTaBHbIE TKaHM OBbUIM TUIOTHBIMU, TOPSYMMH, 32 CUET ITOrO JBUXKCHHS B
cycTaBax ObUIM OOJ€3HEHHBIMU. JleBOUKa HE MOrja JOCTATOYHO IIUPOKO OTKPHITh
pPOT M3-3a KOKHOTO TIpoliecca Ha Jjuile. Bce BUAMMBIE CIIM3UCThIE OBLUIA YUCTHIMHU.
Otrmeuanach  reHepanu3zoBaHHas  JuMmdoaneHonatus. [lpu  PusukanbHOM
HCCIICTOBAHUM OPTaHOB JIbIXaHUS BBISIBJICHO PaBHOMEPHOE OCJIa0JICHUE JbIXaHUS BO
Bcex oTaenax Jierkux. [lo00YHBIX nbIXaTelnbHBIX IIYMOB He ObL10. Ilpu3naku
JIBIXAaTeJIbHOM  HEJOCTAaTOUYHOCTU OTCYTCTBOBaIM. (OOBEKTUBHOE HCCIICIOBAHUE
JOPYTUX OPTraHOB U CUCTEM — CEPIACYHO-COCYAMCTOM, MUILIEBAPUTEIBHON, MOYEBOU —
MaToJIOTMM  HE  BBISIBUJIO. [IpM  TIOBTOPHOM  KOMILJIEKCHOM  J1abOpaTOpHO-
WHCTPYMEHTAJILHOM HCCIICIOBAaHUU (00muUii ¥ OMOXMMHYECKHM aHajiu3 KPOBH,
reMocTa3uorpaMmma, OOIINil aHaIu3 MOYH, CYTOYHBIN O€JI0K MOYH, UMMYHOOJIOTHHT,
JTMACKUH-TECT, PEHTTeHOTrpadusi TPyAHOU KIETKH, YIbTPa3BYKOBOE HCCIIEIOBAHHE
OpraHoB OpromrHOH MOJIOCTH u 3a0pIOMTUHHOTO MPOCTPAHCTBA,
aneKTpokapauorpadus, sxokapauorpadus, KOMIbIOTEpHas Tomorpadus OpraHoB
IPYAHOM KIJIETKH, MAarHMTHO-PE30HAHCHasi ToMOorpadusi TOJOBHOTO MoO3ra) 3a
UCKIIFOYEHUEM TuhPy3HbIX U3MEHEHMH TMapeHXWMbl TI€YeHHM U IOYEK,
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muMdoaeHONATUH TTOAMBIIIEYHBIX 00JacTel, APYruX NaTOJOTUYECKUX M3MEHEHUN
BBISIBIICHO HE OBLIO.

Takum 00pa3oM, nuarHo3 6a3upoBajcs MPEUMYIIECTBEHHO Ha 0COOEHHOCTSIX
KJIIMHAYECKOW KapTUHBI — IMOPaXEHUH KOXXHOro MmokpoBa. C y4eToM aHaMmHe3a —
JUTUTEIBHOCTh 3a00JIEBaHUSI B TEUCHHUE ABYX MeECslEB, KIWHUKU, Hamuuusi DKV,
JeBOYKEe ObUT BBICTABICH KIMHUYECKHM auarHo3: CHCTeMHas CKJIepoaAepMHus,
mubdysnas dopma, octpoe TeueHue, cramaus II: mpoxcuManmbHas CKIEpOAEPMES,
CKJICPOJIAKTUIINSA, MHAYypalusi KO (KUCTeW, Mpearieunii, crom, rojeHel, Oexep,
JIMIIA, TICpETHEH OPIOIIHOM CTEHKH, MMOSICHUYHON 00JIACTH CITUHBI). DEHUIIKETOHYPHSI.
PIIH. LlepeOpocTeHHUECKU CHHAPOM.

YyuteiBass OOJBIIYI0 TUIOMIAAL WMHIAYPATUBHOTO TOPAXEHUS KOXU U
NOJUJISKALIMX TKaHEH, OCTpoe TeueHHe 3a0oJeBaHUs, OBLIO PELIEHO HadaTh
MIPOBEJICHHE MyJIbC-TEPANNU METUIIPESIOM B 03¢ 13 pacuera 10 mr/kr (160 mr) Ne3, ¢
NOCIEAYIOIUM TEPEX0AOM Ha METHIpEA NEepopalbHO B 03¢ (M3 pacyera IO
npeanu3oniony 0,8 mr/kr/cyt) 12,8 Mr/cyr, Ha TpeTHil [€Hb MyJIbC-TEPANUU
METHUIIPEAOM MMPOBECTH MYJIbC-TEpaANuIo HUKI0(ochaHoM B 103e U3 pacuera 15 mMr/kr
(240 mr) Ne 1. C menpio yaydllleHHS] MUKPOUMPKYJIAIMU JAEBOYKE OB Ha3HAYCH
MEHTOKCU(DWILIIMH (TpeHTall) B 03¢ 25 Mr 3 pasa B JieHb. bblja Ha3Haue€Ha MECTHas
Tepamnus Ha CKIEPOAEPMUYECKUE Ovaru: anmmkanuu ¢ 25-30% numexcuaom no 20-
30mun, Conkocepun yrpoM, PaneBut BeuepoM. Uepes mATh JHEN TOCIE MTPOBEACHUS
mylbc-Tepanuu  1ukiaodochaHoM JeBouyka Obuia BbeimucaHa jgomoil. [locre
IIPOBEICHUS NepBOl  KOMOMHHPOBAHHOW  MYJIbC-TEpaAIn METHUIPEIOM H
1ukio¢ochaHoM K MOMEHTY BBIIIUCKM OTMEYEHa IOJIOKHUTENIbHAs JIUHAMUKA B
COCTOSTHUM peOEHKa: MPEeKpalleHO PaclpOoCTpPaHEHUE KOXKHOTO Ipolecca, OTeK U
CTSIHYTOCTb KOXXH TOJICHEH W TMpEAIUIeYuil CTajll MEHee BBIPaKEeHBI, IEBOUYKa OoJiee
IIMPOKO Hayajaa OTKPBIBATh POT, YMEHBIINIIACH CTENEHb BHIPAXKEHHOCTH KOHTPAKTYP,
YTO B CBOIO OYEpEb MPUBEIO K YBEIMYEHUIO 00beMa JIBHXKEHHUM B JIy4e3amsCTHBIX,
MACTHO(ATAHTOBBIX, MEK(aJaHIOBBIX, TOJICHOCTOMHBIX U KOJICHHBIX CYyCTaBax,
JIEBOYKA YBEpEHHEE cTajia COOMpaTh Naiblibl B KyJaK.

B Teuenne 4 MmecsueB NEBOYKE €XKEMECSYHO MPOBOAMIMCH MYJIbC-TEpanus
MeturnpeaoM U nukiaodochanom. B cocTossHum peGEHKa oTMedallach HEKOTOpas
MOJIOKUTENbHAS TMHAMUKA B BUJIE YJIYUIICHHs OOIEr0 COCTOSHUSA - JEeBOYKa cTaja
0oJiee aKTUBHOM, YIYUIIEHHUS] KOXKHOTO MIPOLIECCa - YMEHbIIIEHUE IJIOTHOCTU OTEKa U
CTSHYTOCTH KOXH, YBEIWYCHUS oO0beMa JABWKEHUNW B cycraBax. JlaHHbIe
1a00paTOPHO-UHCTPYMEHTAJIBHBIX HCCIEAOBAaHUN OCTaBalWCh Oe3 u3MeHeHui. B
HacTosillee  BpeMs  peOCHOK  peryJsipHO  HAOMIOJaeTcs B YCJIOBHSX
KapMOPEBMATOJOTUYECKOTO OT/IEJICHU.

BoiBoabi:

1. OcOGEHHOCTBIO JAaHHOTO KIMHUYECKOTO CiIydas SIBJSIEeTCsS ImpeodiagaHue B
KJIMHUYECKON KapTHHE OOBEKTUBHBIX JAHHBIX — KOXKHOTO IMpoIllecca; OTCYTCTBUE
7a00paTOPHBIX  KPUTEPUEB, NOJATBEpXKAAOIMX  3a00JIeBaHUE; HaJIU4ue
COMHMTEJIbHBIX JTAHHBIX OMONCHM KOXH M MOAKOXHOW KiertyaTku. He uckirodeHo,
YTO pe3yJabTaT MOP(GOJOrHUYECKOr0 UCCIENIOBaHUS KOXHOTO Ouonrara Tmpu
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IpOBEICHUH €ro Ha Oojiee MO3AHMX CpOKax 3a0ojeBaHUs HMeEN Obl OOJBIIYIO
JTUarHoCTUYECKyt0 3HauuMocTh aiist CCJI.

2. Benymwum ayist yctaHoBieHuUs1 npaBuiibHOro auarto3a npu CCJl sBusercs
MPOSIBJICHUE KOXKHOTO CHHJpOMa, a JIabOpaTOpHbIE UCCIEAOBAHUS HMEIOT
OTHOCHUTEJIbHOE TUArHOCTUYECKOE 3HAUYCHHUE.

Jlureparypa:

1. Ocmuamna M.K. FOBenwnpHas ckiepomepMmus. YdueOHOE MOcoOue s
neauaTpoB, Bpaudel oOImed NpakTUKU, PEBMOTOJIOIOB, CTYIEHTOB, HWHTEPHOB,
KJIINHUYECKUX OPJAHHATOPOB, MAIUEHTOB CO CKJIEPOJIEPMHUEH, UX POJUTEIEH U YJICHOB
cemeit/ M.K. Ocmununa, H.A. T'enme, I'.A. Jlpickuna, H.C. TloguepnsieBa, I".M.
Pabuesa / M.:Anamauth — 2011 — C. 80

2. Camceiruna I'.A. Kapauosnorust 1 peBMaTojorus JeTckoro Bospacta / I.A.
Camceirnaa, M.YO.Illep6akoBa / M.:Meanpaktuka — 2004 — C.744

YK 61:001.89

E.A. Kortok, O.10. ITonomapesa, A.H. Il1akcuna
OCOBEHHOCTHU NIUTAHUS JETEN C JETCKAM HEPEBPAJIbHBIM
IMAPAJINYOM
Kadenpa nomuknuandeckoit nenuarpuu u neauarpun OIIK u II1
YpalbCkuil TOCY1apCTBEHHBIN MEIUIIMHCKAN YHUBEPCUTET
["ocynapcTBeHHOE OI0KETHOE YUpekKIeHUE 3paBooxpaHeHusi CBEpIOBCKOIM
obnactu Jlerckas KTuHUYECKas OOJIbHUIIA BOCCTAHOBUTEIHHOTO JieueHus: Hay4Ho-
MIPaKTUYECKUU LEHTP «boHyM»

ExarepunOypr, Poccuiickas @eaepanus

E.A. Kotok, O.Yu. Ponomareva, A.N. Plaxina
THE PECULIARITIES OF NUTRITION OF CHILDREN WITH CEREBRAL
PALSY
Department of polyclinic pediatrics and pediatrics FPC and PP
Ural State Medical University
Yekaterinburg, Russian Federation

Konrakrhbiid E-mail: ksana94@yandex.ru, kotoborot@yandex.ru

AnHotauus. HenoHomennsie aetu umeroT puck paszsutus LI M3-3a
O0COOEHHOCTEW BCKapmilMBaHHs, B ToM uwucie, naetu ¢ [II umeroT HapymieHus
HYTPUTHUBHOTO cTaTyca. Pe3ylbTaTbl aHKETUPOBAHMS MOKAa3ajld, YTO OOJBIIMHCTBO
matepeii geteit ¢ L{I1 umerot mpo6ieMbl mpu KOPMIIEHUH, KOTOPBIE BBI3BIBAIOT CTPECC
Kak y poaurened, Tak My jnered. Kopmienue 3arpyaHeHO H3-3a MOTOPHBIX
HapyLIEHUH y J€TEeH, a TAKXKE B CBA3U C HEBO3MOKHOCTBIO IPUEMa TBEPAOU IHUILH.
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