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CUCTEMHAS CKJIEPOOEPMUS Y OETEN: ABA KNIMHUNYECKUX CJTYHAA

3anopoxcKumn rocyn,achBeHHblﬁ MeaNLNHCKUA YHUBepcuTteT

(r. 3anopoxbe)

CuctemHas cknepoaepmusa (CCL), nnn cMcteMHbiin
CKNepo3, OTHOCUTCSH K CKJIEpPOAEPMUYECKON rpynne
6onesHein. MNpenctaBnsaeT coboi nporpeccupyiollee
NOAMCUHAPOMHOE 3aboneBaHMe C XapakKTepHbIMU
M3MEHEHMSIMN KOXM, OMOPHO-ABMraTeflbHoro anna-
paTta, BHYTPEHHUX OPraHoB (ferkue, cepaue, nuiie-
BapUTESNbHbIM TPakT, MO4YKN) U pacnpoCTPaHEHHbIMUN
Ba30CMNaCTUYECKNMN HAPYLUEHUSIMUM MO TUMNY CUMHAPOMA
PeinHo [3].

Otmonoruna CCL, cnoxHa n HegocTaTto4yHO N3y4veHa.
Mpennonaraetca MynsTUdAKTOPUANbHLIA reHes3 naro-
norun, obyCnoBMEHHbI B3aUMOAENCTBMEM Hebnaro-
MPUATHLIX 3K30- U SHAOrEHHbIX PakToOpPOB (MHEKLNN,
oxnaxpgeHuve, Bubpaummn, TpaBMbl, CTPECC, SHOOKPUH-
Hble HAPYLUEHUS, XAMUYECKNE areHTbl, TEKAPCTBEHHbIE
npenapaTtbl) C FreHeTUYeCKoM NPeapacnonOXeHHOCTbIO
K 3a60neBaHuIo.

B natoreHese CC/J], peluatoLLyto posib UrpatoT Hapy-
LLIEHNS UMMYHUTETA (KNETOYHOIO U 'yMOPabHOro), 4To
BeOeT K NOBbILLEHWIO KonnareHo- n Grudpo3oobpas3oBa-
HUS N HAPYLLEHUIO MUKPOLIMPKYNSLMN C aKTUBaLMEN N
nponudepaumen 3HoOTENUS U MAAKOMbILIEYHbIX Ke-
TOK, pepynnvkaumen 6asanbHblXx MemOpaH, yTonuie-
HUEM CTEHKM U CYXEHMeM MpoCBEeTa MMKPOCOCYOOB,
Ba3ocnasmoMm, arperaumert GOPMEHHbIX 3J1IEMEHTOB,
CTa3oM, pasBUTUEM OONUTEPUPYIOLLE MUKPOAHIMO-
natuu. NocnegHee, B CBOIO o4epeb, NPUBOAUT K Aalb-
HelLlen akTMBaLUMmM MMMYHHO cnuctemMbl 1 Grubpodna-
CTOB, 3aMblKaeT MOPOYHLIA KPYyr MpPOrpeccupoBaHus
6onesHu.

B knaccudukaumm BelgenaoT 5 KNMHUYeCKkux Gpopm
CCA[1]:

1. amdodysHylo (reHepannu3oBaHHOE MNOpaXxeHne
KOXM M BUcUepanbHble nopaxeHna — XKT, cepaue,
JNierkne n NoYKkn);

2. IMMNTUPOBAHHYIO (NOBPEXAEHNE KOXN NPENMY-
LLECTBEHHO Ha KUCTAX 1 nuue), unm CREST-cuHapom
(kanbuuHO3, cuHapom PenHo, a3odarut, cknepoaak-
TUANSA, TENEaHrN3KTa3nn);

3. overlap-, nnm nepekpecTHbIA, CUHOAPOM — CoYe-
TaHne CCJL, c npu3Hakamu oepmMmaTtomMmo3nTa, peesma-
TOMAHOro apTpuTa MM CUCTEMHOWM KPACHOW BONMYAHKMN;

4. NpenmyLLecTBEHHO BUCLEPasbHYIO (OOMUHUPY-
eT nopaxeHune cepaua, nerkmnx, XXKT, no4ek n cocynos,
2 UBMEHEHUS KOXN MUHUMaNbHbI UK OTCYTCTBYIOT);
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5. 10BEHUNbHYIO C Ha4YanoM 3aboneBanus oo 16 ner
[4]. OTa dopma nmeeT 0COBYIO KIMHMYECKYIO KAPTUHY
1 NPOSIBNSIETCS 04aroBbIM NMOPAXEHMEM KOXMU U reMn-
dopmon, CTepTbiM CUHAPOM PeirHO, CYyCTaBHbIM CUH-
OPOMOM C pa3BUTUEM KOHTPaKTyp, HGOpMUPOBAHNEM
aHoManmn pasBuTUS KOHEYHOCTWU. BucuepanbHaga na-
TOJIOrMS He BblpaxeHa, npeobnagaloT GyHKUMOHaNb-
Hble HapylweHus. TedeHne 3aboneBaHNsi XPOHUYECKoe,
y 2/3 6051bHbIX GnaronpusTHas ero 3BOJIIOLUS.

BapuaHTbl TeueHua CCA;:

— ocTpoe - CTpemMuTesbHbii GrUbpo3  KoXM,
noanexawumx TKaHer W BHYTPEHHMX OPraHoB Haps-
Ay C COCyaucTon naTosiorven, B T. 4. N0 TUMy OCTPOW
HedponaTuu;

— oJoCTPOoE — NPOSIBASETCA MIOTHbIM OTEKOM
KOXW, PEeEUNAMBUPYIOLUM MNOAVNAPTPUTOM, MNOIUMU-
03UTOM, MONNCEPO3NTOM, BUCLIEPASIbHON MNaToso-
rmei; obHapyxmBaeTcsa ysenudeHme COD, copep-
XaHusi C-peaktmBHoro 6enka, pubpuHoreHa, a2- u
y-rNoOYNNHOB,  MOJIOXUTENbHbIE  aHTUHYKeapHbI
1 peBMaTongHbIN GakTopbl;

—  XpOHMYeckoe — NPOrpeccupyeT Ha NPOTAXEHUN
psna net, NposiBAsgeTcd CUMHAPOMOM PeliHo, nocTeneH-
HO Pa3BMBAIOLLMMUCS YNIOTHEHUSIMU KOXU U nepuap-
TUKYNISIPHbIX TKaHel, 06pa3oBaHMEM KOHTPaKTyp, OCTe-
0NN30M, CKNEePOTUHECKNMU USMEHEHUSMN BHYTPEHHUX
OpraHoB; NabopaTopHbIE NOKA3aTENN OCTAOTCSH B Npe-
henax HopMmbil.

Bbioenstot 3 ctagum CCL: | — HavyanbHasa (BbIsIBNSA-
totca 1-3 nokanmzaumm 6onesHn); Il — reHepanmsaunmn
(nonucnHgpomHas); lll — no3gHana (TepMuHanbHas, Npm
dopMMpPOBaAHMN HEQOCTATOYHOCTM OPraHOB U CUCTEM)

CTteneHn akTMBHOCTU 3aboneBaHus: | — MUHUMab-
Has (NMPenMyLLLEECTBEHHO XpOHMYeckoe TeveHune 3abo-
nesaHus), Il — ymepeHHas (nogocTtpoe TedeHne n 060-
CTPEHUN XPOHUYECKOro TeveHus), lll — makcnmanbHas
(oCTpoOEe N NOJOCTPOE TEYEHME).

KnnHuyeckasa kaptuHa CCL nonumopdHa mn no-
NMCUHOPOMHA, Pa3BMBAETCS Yalle UCNOABOMb B BUAE
cumHgpomMma PenHo, apTpanruii, ynjaOTHEHUS KOXU U
noanexatumx TKaHem.

KnnHuyeckue nposisnerns CCL:

1. MopaxeHne KoXu — o4aroBble U TOTaslbHble
oTeK, uHaypauusi, atpodust AMCTaNbHbIX OTAENOB KO-
HEYHOCTEN, NNLA; COCYANCTbIE U TPOPUYECKME HapY-
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LEHUS, TEeNeaHrnaKTa3nn, CKIepoLakTn-
nns; rMNepnUrMeHTaums n CyxoCTb KOXN,
rmnepkepaTos, MnopaxeHne CAN3UCTbIX
obonoyek (KOHBLIOHKTUMBUT, aTpoduye-

Tabnuua

KnaccudukaumoHHbie kputepum loBeHusibHo CCJO,

(Zulian F. coaeT., 2007)

CKNI PUHUT, CTOMATUT, PapUHIUT) 1 Xe-
ne3. B 3aBMCMMOCTU OT CTENEHW WHAY-

BonbLion Kputepumn -
06a3aTeNbHbIN

[MpoKCUMarnbHbIN CKIEPO3/UHAYPAaLMS KOXM

pauuu BblAENSoT 2 KinHnYeckme Gopmebl

Marnble kputepum

CCH: nuMnTupoBaHHYiO (NpU KOTOPOW

KoXxHble npoasneHna

Cknepogaktununs

nopaxarTcs KACTU N nnuo) n andoys-
HYIO (NPY KOTOPOW NpPOoLEeCC pacnpocTpa-
HAETCH TaKXKE N Ha TYIOBULLE).

Mepudepunyeckme cocyabl

CuvHapom PeiiHo, avrutanbHble S3Bbl
KOHYMKOB NanbueB, TUMNYHbIE UBMEHEHUS NP
Kanunnsapockonuu

2. CuHpgpom PeitHo B 95% nepBoHa-

MopaxeHne XKT

Ouncdarus, ractpoasodareanbHolii pedniokc

YanbHbIi cumntom CCL.

BosneueHune cepaua

ApnTming, cepaeyHas HefoCTaTO4YHOCTb

3. MNMopaxeHne OMNopHO-ABuraTenb-
HOro annapara — nonvuapTpanruu, rnoau-

MoyeyHble NposiBneHns

OCTpbIli CKNEPOAEPMMYECKUNI KPU3, BHOBb
HayaBLUasCa apTepuanbHas rmnepTeH3ns

apTputbl ¢ npeobnagaHnemMm GprubpPo3HbLIX
M3MEHEHWI N OTCYTCTBMEM BbIPAXEHHOMN
DeCcTpyKuMn cyctaBoB; (PUOPO3HbLINA MH-

PecnupatopHbIii TpakT

JNerouHoli dpnbpo3 (KTBP/peHTreHorpadus),
JIeroyHas runepTeH3nst, CHUXeHNe
AP DY3NOHHON DYHKUMN NETKNX

TepPCTMUNANbHBIA MNO3UT UM MMONAaTUN;

CkeneTHo-MbllevHas

erI'II/ITaLI,VIH CyXO)KI/IJ'II/IVI, apTput, MMO3NT

OCTEO0/IM3 Yallle HOTTEBbLIX hanaHr v kanb- | cuctema
LIMHO3 MSIFKMNX TKaHeN NPenMYLLLECTBEHHO | Hesponormyeckue

CI/IH,D,pOM KapnanbHOro KaHana, Hegponatunn
B 00nacTV nanbLeB PyK U NepuapTuky- | NposBieHms

napHo (cvHapom Tubbepka-BeicceHba-
xa). KanbuMHO3 MArKnx TKaHen aBnseTcs

Ceponorunyeckne mapkepbl

AH®, cneundunyHbie ans CCL aytoaHTuTena,
ALA, aHTUPUbpunnuHosele, aHTN-PHK-
nonumepasa | nlll

yacTtbto CREST-cuHapoma, o6o3Havato-
Lero CoYeTaHne KanbLMHO3a, CUHAOPO-
ma PerHO, nopaxeHusi nulieBona, CKIepogakTuamu,
1 TeneaHrnakTasum kak sapuaHT CC/, ¢ XpOHMYECKNM
TEeYEHNEM N IMMUTUPOBAHHBIM NOPAXEHNEM KOXMW.

BucuepanbHas natonoruns:

— nopaxenne XKT B Bnge asodarnta (c gucoa-
rven, gnddys3HbIM paclUMPEHMEM MULLLEBOAA, CYXe-
HMEM B HWXHEI TpeTu, ocnabseHnem nepuctanbTuku
N PUrMOHOCTLIO CTEHOK), CTPUKTYP, FPbK MULLEBOA-
HOro OTBEPCTUSA, AyOAeHUTa, CMHOPOMA HapyLUeHus
BCacCbIBaHUS;

— MopaxeHue OpraHoB AbIxaHus B BUae Gnbposu-
pyloLero anseeonuTta n guddysHoro nHeeModurdposa
C NpeuMyLLecTBeHHOI nokannsaumein B 6asanbHblX OT-
Jenax nerkuvx, a Takke HanminemM cnaeyHoro npolecca
1 YTONLEHNEM NNEBPBI;

— nopaxeHwe cepiLa B Buae KapamomMeranmn, Ha-
pyLweHns puTMa 1 nNpoOBOAMMOCTU, CHUXEHME COKpa-
TUTENbHON (QYHKUMM MUoKapaa, WHdapKTonoaobHble
n3meHeHus Ha OKI, nopaxeHua sHooKapaa KnanaHos,
nepukapauTa;

— MOpaxeHune NoYek B BUAE OCTPOM UNU XPOHUYE-
CKOM HedponaTtuu;

— ropaxeHue
nosnHenponaTmn.

NabopaTopHble NCCNeAOBAHUSA UMEIOT OTHOCUTENb-
HYIO AINArHOCTUYECKYIO LLEHHOCTb, KPOME crneunduye-
ckux gns CCH, aHTH-Scl-70-aHTuTen (ocTpoe TeyeHme
3aboneBaHus), ALIA (numMuTnpoBaHHas dopma 1 Xpo-
Hunyeckoe TedeHne CCL) n aHtn-PHIM-aHTuTen (nomo-
CTpoe Te4eHUn N nepekpecTHble popmbl CCL,).

Ons anarHocTukn toBeHunbHo CCJL, CcyLecTByOT
oTaenbHble Kputepun [5,7] (Tadn.). Y 601bHOro B BO3-
pacte 0o 16 net toBeHunbHas CCL MoxeT ObITb AnarHo-
CTVMPOBAHa, ec/iM B KJIMHUKE MPUCYTCTBYIOT 60NbLION

HEPBHOW CUCTEMbI B BMAOE

KPUTEPWUIA N KaK MUHUMYM ABa Manbix. Cneun@duyHoCcTb
Kputepues — 96%, vyBcTBUTENBLHOCTE — 90%. Kpute-
pvn guarHo3a toBeHunbHo CCJL, — 6onee «xecTkue»,
YyeM AMarHoCTU4YeckMe Kputepun y B3pochbiX. [Ans
YCTaHOBNEHUs AmarHosda toBeHunbHon CCJL ob6sa3a-
TeNIbHbIM SIBISIETCHA HEe TOJIbKO Hannyme npokcumalb-
HOW CKNEepogepMbl, HO U ABYX MajbiX NPU3HAKOB. ITO
CBSI3aHO C HEOOXOAMMOCTbIO MCK/0YaTb COCTOSHUS,
npv KOTOPbIX Y AeTEeN MOXET BCcTpeyaTbes anddysHoe
YMIOTHEHNE KOXWN, — 303UHOPUbHBIA dacummnTt, Nnpo-
repuio, GEHUNKETOHYPUIO WAN MNAHCKNEPOTUYECKYIO
mopdea. B 3ToM nnaHe BaxKHYO pofb UrpatoT Ceposio-
rmyeckne ayTOMMMYyHHbIE MapKepbl.

MporHo3 CC/L, 3aBucuT oT HGOpMbI 1 TedeHns 3a60-
NeBaHus, Bo3pacTta Havana 60nesHu.

JNeyeHne 6onbHbix CCL [5,6] fonxHO ObITb paH-
HUM, NATOreHETUYECKUM, KOMIMIEKCHBIM, AJINTENbHBIM.
B Tepanuu wmcnonb3yoT aHTUdUOpPO3HbLIE (D-neHu-
UMANAMUH, YHUTUO, NUAA3a, MIOKOKOPTUKOMAbI), CO-
cyaucTtole (HUdeaunuH, KanTtonpui, BasanpocTaH),
NPOTMBOBOCNANINTENBHBIE, MIMMYHOCYMNPECCUBHbIE
npenapartbl (umknodocdaH, MeToTpekcaTt), aesarpe-
raHTbl (TPEeHTan, KypaHTui), NokanbHoe, peabunutaum-
OHHOE U CUMIMTOMATNYECKOE NIeYEHNE.

Y neteit uctuHHasa yactota CC/, He n3BecTHa. He-
CMOTPS Ha OTCYTCTBUE OPULMANBHBIX CTATUCTUYECKUX
JAHHbIX, MOXHO YTBEpPXAaTb, YTO OOMbHbLIX C TaKUM
ayTOMMMYHHbIM 3a60neBaHMEM, Kak o4yaroBas Ckie-
pooepMusl, CTaHOBUTCS BCe GonbLue 1 NpoTekaeT 3To
3aboneBaHue arpeccusHee [2]. B . 3anopoxbe B Ha-
CTOsILLlee BPeEMS Ha yyeTe cocTouT 4 pebeHka ¢ aua-
rHo3om CC/l. HecmoTpsi Ha TO, 4TO B MEOULIMHCKOW NN-
TepaTtype onybJIMKOBaHO MHOIo paboT, MOCBSALLEHHbIX
CC/A, nnarHocTuka 3aboneBaHusl B A€TCKOM BO3pacTe
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Puc. 1.

npoaoKaeT BbI3blBaTb TPYAHOCTM Yy MPAKTUHECKUX
Bpayen. B cBA3M C 4eM Mbl MPEACTABASIEM BHUMAHUIO
ynTaTenemn apa knmHudecknx cnydas CCL y netei.

Knununyecknii npumep 1. Manbunk M, 8 net no-
CTynun B PEBMOKapPAMONIONMYECKOE OTAENIEHME C Xa-
nobamu Ha 60b B NpaBoi NATke npu xoapbe, yMeHb-
LweHne pa3MepoB n gedopmaumio 3 nanbua npasoi
CTOMbI, NATHA rMNepemMmnun Ha cTone.

N3 aHamHe3a: poantenu obpaTuim BHUMaHUE, YTO
c 3-xneTHero Bo3pacTta y pebeHka 3 nasneu, npaBoi
CTOMbI OTCTAET B PA3BUTUK, KOXA HAL, STUM MasbLEM
cyxasi. Manb4ymk OCMOTPEH neguaTpoMm, XUpyprom,
LEepmMaTosioroM, reHeTUKOM B MONMKINHUKE. BbicTas-
NleH anarHoa:; Atonmnyeckmin gepmatut. MNMonyvan mecT-
Hoe neyeHune. No3xe Ha Tbine CToMNbl NOSBUIIOCH NATHO
rMNEePrnUrMeHTaLMn 1 YMAOTHEHUS KOXW JIMHEWNHOM
dOopMbI, 3aTEM — Takme Xe MATHA, HO OKPYr1on GopMbl
Ha naTke 1 B 061acTu «NoAyLLIeYKn» CToMbl. 3a 2 Mec.
[0 rocnutanusaumm pebeHok cTan npuxpambliBatb Ha
npaByl0 HOIY N3-3a BO3HUKLUEN 6ONE3HEHHOCTM B 06-
nactn natkn. OCMOTpeH opToneaoMm, 3anono3peHa
cKnepoaepMums, HanpasfeH B CTaumoHap.

Mpn o6bekTMBHOM ocMoTpe: Temnepatypa 36,6 C.
Mcuxo-moTopHOE N Gr3nyeckoe pasBUTME COOTBET-
CTBYET BO3PACTY, KOXHble MOKPOBbI PO30BbIE, HA Npa-
BOW cTOMe OOHapyXWBAKTCS YyH4aACTKN TMMEPNUrMeH-
Taunm 1 ynaoTHEHUS KOXM OKPYrNon popmMbl 40 4 CM B
omameTpe B 06n1acTy NOCHbI U Ha NaTke (puc. 1), Ha
TblJle — Y4aCTOK JIMHENHOM POopMbl AMHHON Ao 10 cm
(pue. 2). 3 nanew, NpaBoy CTOMbl PO30BbIA, YMEHbLLEH
B pa3mepe, 1epopMmpoBaH (pUc. 2), NONOXUTENbHbIN
CUMMNTOM TPEHUS CYXOXWIIMIA 3TOro nanbLa — KpenuTa-
LS MPU aKTUBHUX CrbaTenbHO-pa3rnbaTesnbHbIX ABU-
XeHusax. B nerkmx Be3nkynsapHoe OpixaHue. MpaHuubl
cepaua B npenenax Bo3paTtHOM HOpMbl. TOHbI cepaua
pUTMUYHBI, YeTkne YCC 84 ya/mMuH. XXMBOT MSIKIUIA,
6e360/1e3HEHHbI. PEHTrEHONOrMYeckn: akpoocTeon3
danaHr 3 nanbua.

Pe3ynbtatbl nabopaTopHbIX UCCNEeAOBaHUN (Knn-
HUYECKNIA aHaNM3 KPOoBKU, MOYM, BUOXMMUYECKUI aHa-
M3 KpoBW, OCTpOodal3oBble nokasatenn) B npege-
nax HopMmbl. KpeaTuHkuMHasa obuwiaa — 169,66 ELO/n
(Hopma < 247). AHTuTena k ueHTpomepe B — 1,65 ELl/
mn (Hopma < 10). Ha 3KI — BonbTax AOCTATOYHbIN,

Puc. 2.

PUTM CMHYCOBBIN, HapylleHWe npo-
LLleCCoB penonspusaumMm B MUOKapae

xenynodkoB. Y3W cepaua, opraHos
renatobununapHoii  cuctembl  (IF'BC)
— 6e3 nartonorun. PeHTreHorpadus

CTOMN B NPSMON MPOEKUUn: OCTeorno-
po3 u atpodusa cpepHeir danaHrn 3
nasnbLa NpaBon CTonbl Ha GoHe ckie-
poaoepmuun. PeHTreHorpadusa opraHoB
rPYAHON KNETKW: NPU3HAKN CKIEpPOTU-
YECKNX N3MEHEHUN B nierkux (puc. 3).
CornacHo paboyeit knaccudukaumm
(Zulian F. coaBT. 2007) 60/IbHOMY BbI-
cTaBneH guarHo3: CuctemHas cknepo-
noepmus, BeHubHass dopma, XPOHU-
YeCKoe TeyeHue, HayanbHas CTaaus,
1 CT. akTMBHOCTU. Ha3HavyeHO nevyeHne — HUbeannuH,
TPEHTanN, YHUTNON, KynpeHun, Masdb «KoHTpakTybekc»,
anekTpodopes C NMpason Ha Tbil CTOMbl, Maccax.
Mpn ambynatopHoM o06GcnegoBaHUM Yepe3 2 Mecs-
Lua — guHammuka cnabononoXnTenbHas, HOBbIX KOXHbIX
M3MEHEHUI HET, KOXa B 06nacTy runepnurMmeHTaumm
1 $nbpo3a Ha Tbiie CTOMbl 31TACTUYHEE, ABUXEHUS B
3 nanbLie NpaBoi CTOMbI B NOJIHOM 0ObeME.
KnuHnyeckunii npumep 2. Jesoyka O., Bnepsble
nocTynuna B ctaumoHap B 5 neT ¢ xanobamu Ha o4aro-
Bbl€ UBMEHEHMS Ha KOXE B BUAE YNIOTHEHNIA, aTpodun,
runepnMrMeHTaummn, 6onm B CyctaBax C HapyLleHnem
nx dyHkumn. Boneet B TeyeHme roga, 3a MOMOLLbIO

e W

o R ——
Puc. 4.
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He obpawanuck. Pe3ynstatbl n1abopaTopHbIX UCCNE0BaHNIA
BbISIBUIN OTKNOHEHNE OT HopMbl: CO3 30 MM/4, TUMonoBas
npoba — 17,9 en, C-peaktmBHbIn 6enok +++, KPK 991,0 HM/
(c. n)(Hopma oo 100), peBmodakTop ++, aHTutena k HK cym-
mapHble — 91,3 ME/mn (Hopma oo 25), aHTUHYKIeapHble aHTU-
Tena cymmapHsie 3,52 EZl (Hopma go 0,9). Ha 9KIN BonbTax
[OCTaTOYHbIN, PUTM CUHYCOBBIN, METABONNYECKMNE NBMEHEHUS
B Muokapge. Y3U opraHos '6C - renatomeranus. Ha peHTre-
HOrpamMme OpraHoOB rPYAHON KNETKU — JIEFO4YHOM PUCYHOK YCU-
JIEH, KOPHW TSXXMCThI, cnpaga (S10) yyactok nHeBMopunbpo3a.

BeuictaBneH guarHos3: CuctemMHas ckinepogepmusi, toBe-
HUNbHaa ¢opma, aAddy3Hoe MopaxeHne KOXn, CyCTaBHOM
CUHOPOM, CTEPTbIN CUHAPOM PenHo, o4aroBbii NMHEBMODU-
6po3 cnpaea (S 10), peakTuBHbIN renaTuT, NOAOCTPOE Tede-
Hune. Ha3HavyeHo neyeHune: NpeaHn30s0H, anknodeHak, Hude-
OUNWH, oUNUpUAaMon, nuaasa, YHUTUos, Maccax, edebHas
bU3KynbTYpa.

MoBTOPHLIE MIAHOBbLIE FOCMUTaNM3auMn B Bo3pacte 6 u
7 net. CoxpaHsinucb NpexHue xanobbl, NOSBUIOCH OrpaHu-
YyeHne ABmXeHun B MexdanaHroBbix cyctaBax kmcrten. B pe-
3ynbTartax 1abopaTtopHbIX UCCNEAOBAHWI NPOAOIKANN BbISB-
NATb YMEPEHHOE MOBbILEHNE TUMOJIOBOIN Npobsbl Ao 4,3 en,,
peemodakTopa ++, cymmapHbix aHtuten kK AHK — 82,6 ME/mn
(Hopma go 25) n cyMMapHbIX aHTUHYyKNeapHbix aHTuten 1,82
E[ (Hopma go 0,9). Ha 3KIN pernctpnpoBanmcb yMepeHHbIe
MeTabonmyeckne n3MeHeHust B Muokapae, Ha Y3W opraHos
'BC — ymepeHHas renatomMeranug, Ha peHTreHorpamMmme op-
raHOB FPyOHOM KNEeTKM — Npu3Hakm nHeemopunbposa. Mponon-
Xana nofyy4atb MeTUNPeEa, KyrnpeHwus, YHUTUON, HudeamnuH,
HelpoBuTaH, Ma3b «KoHTpakTybekc». B Tepanuio pobaeneH
MeTOoTpekcar.

MocneaHasa rocnutanusaums B BO3pacTte 8 neT C NpexHu-
MU xanobamu. OuHamuka 3aboneBaHusa cnabooTpuuaTenb-
Hasi. OOBLEKTMBHO: 04YaroBble MHOXECTBEHHbIE WN3MEHEHUS
KOXU (puc. 4-7) B BUAE YNIIIOTHEHW, y4aCTKOB r'Mno- v rmnep-
NnUrMeHTauum, Kepartosa, NioTHbIX OTEKOB, HapyLleHne ana-
CTUYHOCTM KOXM, PYOLLOBbIE UBMEHEHUS, YMEPEHHbIE MbILLEY-
HO-CYXOXWJIbHbIE KOHTPAKTypbl B MeX®danaHroBblx CycTaBax
KNCTERN, CTOM, Ny4e3ansacTHbIX CycTaBax. B nerkux gbixaHune
BE3VKYJIIPHOE, OeATEIbHOCTb CepALa PUTMUYHANA, TOHbI NPU-
rNyLUEeHbl, XMBOT MArkuiA, 6€360ne3HeH, NevYeHb He yBenuye-
Ha. JlTabopaTopHbIE NCCNef0BaHUS: COXPaAHSIETCS MOBbILLIEHNE
TUMOJI0BOI Npobbl Ao 5,4 en, cymmapHbix aHtuten kK AHK —
109,7 ME/Mn (Hopma g0 25) u cyMMapHbIX aHTUHYKJ1IeapHbIX
aHtnten 5,93 EL, (Hopma go 0,9). OKI: BonbTax JOCTAaTOYHbIN,
PUTM CUHYCOBbIN, HapylleHWe MPOLECCOB penonspusaumm
B Muokapge xenynoykos. Y3U opraHoB 'BC — natonoruun He
BbISIBIEHO. Ha peHTreHorpamMme OpraHoB FpygHOM KNEeTKn —
JNokanbHbI NHeBMOdN6pP03 S10 ¢ ABYX CTOPOH (puc. 8). Mpo-
JOMKaeT nofyyaTb KOMMIEKCHYIO Tepanuio.

BbiBoa. [MpeacrtaBneHHble cnyyan OBEHWILHOM (DOPMbI
CC/J], nokasaTtenbHbl, NpeacTaBastoT ABa BapnaHTa TeYEHNs K
aKTMBHOCTW MATONIOMMYeCcKoro npouecca. YumtbiBas pPeakyto
BcTpeyaemocTb CC/, y netemn, CNoXHOCTb ANarHOCTUKK, ONu-
caHHble Npumepbl ByayT NONE3HbI Bpadyam pasnnyHbIX Crneum-
ANbHOCTEN, PACLLUMPUT NX NPEeACTaBAEHNE O NaTONOrMu, HaCTo-
POXWUT B OTHOLLEHUM €€ CBOEBPEMEHHOM ANArHOCTUKN.

Puc. 8.
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YAK616. 5-004-053. 2

CUCTEMHA CKJIEPOAEPMIS Y OITEW: ABA KJTIHIYHI BUANAOKHU

Moagnianosa O. I.

Pe3iome. Y cTaTTi BUKNaAeHi CydacHi AaHi Npo KAiHiYHI NposiBM Ta AOjarHOCTUKY CUCTEMHOI CKIepoaepMii.
OnuncaHo ABa KNiHiYHUX BUNagka IBEHINbHOT GOPMU CUCTEMHOI CKNepoaepMii, Wo NPeacTaBAsioOTh ABa BapiaHTH
nepebiry Ta akTMBHOCTI NaToONOriyHOro npotecy. BpaxoByioun He BUCOKY PO3MNOBCIOOKEHICTL NaTonorii y gitein,
CKNaOHICTb AiarHOCTUKW, OMUCaHi NpuKaam 6yayTe KOPUCHI NikapsiM Pi3HUX ChewjianbHOCTEN.

Kniouosi cnoBa: 10BeHifibHa CUCTEMHA CKIlepoaepmMmid, OiTu.

YOK616. 5-004-053. 2

CUCTEMHAS CKNEPOOEPMWUA Y OETEN: ABA KIIMHUYECKUX CJTYYAS

MoannanoBa E. U.

Pe3lome. B cTtatbe M3N10XEHbI COBPEMEHHBIE LAHHbIE MPO KIMHUYECKUE NPOSBAEHUS U ANArHOCTUKY CUCTEM-
Hon cknepoaepmunn. OnNncaHbl ABa KIMHUYECKMX Clyyasi OBEHWUITbHOW pOPMbI CUCTEMHOM CKIIepoaepMnu, npea-
CTaBnsiloWue ABa BapuaHTa TeY4eHUs M akTUBHOCTM MaTofIorMyeckoro npouecca. YuuTbiBas peakyto BCTpeyae-
MOCTb NaTONIOrnKn y AeTen, CNOXHOCTb OUArHOCTUKKN, ONUCaHHbIE NPUMepPbl OyayT None3Hbl BpadyaM pasnyHbIX
crneunasnbHOCTEN.

KnioueBble cnoBa: I0BEHWbHAA CUCTEMHAs CKepoaepmus, AeTH

UDC 616. 5-004-053. 2

Systemic Sclerosis in Children: Two Clinical Cases

PodlianovaE. I.

Abstract. Systemic sclerosis (SS) is a progressive disease with polisyndrom characteristic changes in the skin,
locomotor system, internal organs and widespread violations of the type of vasospastic Raynaud’s phenomenon. It
is assumed there is multifactorial genesis of pathology due to the interaction of adverse exogenous and endogenous
factors with a genetic predisposition to the disease. In the pathogenesis of SS the key role is played by impaired
immunity, leading to the increase in collagen and fibroformations, changes in the microcirculation with the activation
and proliferation of endothelial and smooth muscle cells, obliterating the development of microangiopathy. This in
turn leads to a further activation of the immune system and fibroblasts that vicious circle of disease progression.
From 5 clinical forms of SS in pediatrics the most common is with juvenile onset before 16 years of age, focal
lesions of skin and gemiforms, erased by Raynaud’s phenomenon, articular syndrome with the development of
contractures, the formation of abnormal development of limbs, unexpressed visceral pathology. They distinguish
acute, subacute and chronic course; three stages and the degree of disease activity. To put the diagnosis of
juvenile SS for the patient under the age of 16 the presence of proximal scleroderma and two small signs of the
following are obligatory: sclerodactyly, Raynaud’s phenomenon, digital tip ulcers, dysphagia, gastroesophageal
reflux, arrhythmias, pulmonary fibrosis et al. Serological markers of autoimmunity play the important role here too:
antinuclear antibodies, sc-selective autoantibodies (anticentromere, anti-topoisomerase | [Scl-70], antifibrillarin,
anti-PM-Scl, antifibrillin or anti-RNA polymerase | or Ill).

In children, the true frequency of SS is not known. In Zaporozhye 4 children with the diagnosis of SS are currently
registered. Despite the fact that in medical literature there are a lot of publishedworks on the SS, the diagnosis
of this illness in children continues to cause difficulties for doctors-practitioners. Therefore we are presenting to
our readers the two clinical cases of SS in children. The first example is the story of the boy’s (M., 8 years old)
illness. He appealed with the complains of pain in his right heel while walking, reduced size and deformation of the
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third finger on his right foot, redness and hyper pigmentation of round and linear form on the foot. As the result of
the examination the diagnosis is the following: Systemic scleroderma, juvenile form, a chronic course, the initial
stage, 1 degree activity. Noteworthy that the serological autoimmune markers were negative. During the therapy he
received antifibrotic, cardiovascular, anti-inflammatory drugs, disaggregants, local treatment. The second example
-a girl, O., 8 years old. Complaints againstmultiple focal changes in the skin in the form of seals, areas of hypo-
and hyperpigmentation, keratosis, dense edema, skin elasticity, scarring, moderate muscle-tendon contracture
in the interphalangeal joints of the hands, feet, wrist joints. The chest radiograph shows local fibrosis S10on both
sides. She is being monitored for 5 years with the diagnosis of Systemic scleroderma, juvenile form, diffuse lesion
of the skin, joints syndrome, Raynaud’s phenomenonerased, focalfibrosis (S10) on both sides, reactive hepatitis,
subacute course. During the entire observation period the increased rates of autoimmune markers are preserved:
total antibodies to DNA 3-4 times higher and total antinuclear antibodies by 5-6 times. In contrast to the first patient,
the girl’s treatment includes corticosteroids and immunosuppressants.

The presented cases of juvenile SS are indicative. They represent the two variants of the pathological process
activity and flow. Taking into consideration the rare occurrence of SS in children and the complexity of the diagnosis
the described examples will be useful for doctors of various specialties.

Keywords: juvenile systemic sclerosis, children.

PeuyeH3eHT — npo¢. Mewnii M. M.
CraTTs Hagiiwna 27. 02. 2015 p.
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