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Patients with systemic scleroderma (SS) had
interstitial lung involvement (ILI) with fibrosing
alveolitis (FA) and diffuse pneumosclerosis primarily
located in basal areas. ILI was revealed more
frequently during the first years of the disease
(66.7%), lung hypertension (LH) — in chronic
progression. Combined treatment gave positive
results.
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CUCTEMHAS KPACHAS BOJTYAHKA VY JIETEA
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Obcneoosano 153 bonbhbix pebeHKa ¢ cUCMEeMHOU KPACHOU 80I4AHKOU, NPOBEOeH aHAIU3 OCHOBHbIX
KIUHUKO-TAD0PAmMOPHbIX NPOsieieHuli 3a001e8anus, 6apuUaHmol cyomunos 6 oedrome 601e3HU ¢ Yelbio PaH-

Hell OUa2HOCMUKU.

Kniouesvie cnosa: cucmemmas KpdacHas 60J14AdHKd, 0emu, ouazHocmuKa

CucremHas kpacHas Boiquanka (CKB) — oaHo u3
Hanbosee TSHKENBIX M 9acTO BCTPEUAIOIINXCS ayTo-
MMMYHHBIX 3a00neBanuid. Pacnpoctpanennocts CKB
y aerelt ot 1 roma 1m0 9 net KoynedneTcs B mpeeliax
1,0-6,2, a B 10-19 net — ot 4,4 no 31,1 cnyyas Ha
100 ToIC. meTckoro Hacenenus [1, ¢.5]. Xapaxrep-
Has ocobenHocTh CKB — MHOroo6pasue ne0roToB,
BApUAHTOB T€UEHUS U KIMHUYECKUX MTPOSBICHUI [2,
c.25].Yacrora Bctpeuaemoctu cumntomoB CKB B
JETCKOM BO3pacTe pasiuyHa. Tak, cblllb HaOirona-
etcst y 70-90% 60bHBIX, apTpuT — Yy 80-90%, m0-
paxenue nouek — y 60%, aHemusi, JEeHKONEHMUS,
Tpomborronenus — y 50-75%, nmopaxenue cepi-
na—y 25%, nopaxenne HHC —y 15% [3 ¢.105;4].
TpyIHOCTH IMArHOCTHKH CBSA3aHBI C pa3HOOOpa3HON
KJIMHUYECKOM KapTUHOM, KOrNla Ha MPOTSHKEHUU 3a-
00JIeBaHUs MOSBJISIFOTCS HOBBIE MPU3HAKKU OOJIE3HH,
a ps CHMIITOMOB HcUe3aeT. BerpedatoTes meOroTh
6osie3HH 03 KOXKHBIX IPOSBIEHHH, C MOHOCHUMIITOM-
HBIM TeueHHeM. YBenuueHne 3adboneBaemoctu CKB
B [TOCTIETHUE TOJIbI, TSDKEIbINA XapaKTep TeueHHs TON
[aTOJIOT MU, BBICOKUI IPOLIEHT UHBAJIMIN3ALUU U JIe-
TanbHOCcTH BeneacTue CKB onpenenstor MmeaunnH-
CKYI0 M COLMAJIbHYIO 3HAYMMOCTb M3y4aeMoil mpo-
OJIeMBI.

Henw uccaenoBanusi. M3y4nth KIMHUKO-J1A00-
paTopHble 0COOEHHOCTH TeYEHHs CHCTEMHOM KpacHOM
BOJIYAHKH Y JETEH.

Marepuaiibl 1 MeToAbl. OCHOBY TaHHOH pado-
ThI COCTABWJIN Pe3yJIBTaThl 00CIIEIOBaHUS 1 HAOO/1e-
HUs 32 153 GONBHBIMHM CHCTEMHOW KpacHOM BOJYaH-
KO, HaXOIMBILIMMHUCS HEOJHOKPATHO B OT/IEJIEHUH Kap-
JIOpeBMaToNIorni HayyHOro 1ieHTpa neinaTpuu U JeT-
cxoit xupyprun M3 PK ¢ 2000 mo 2014 rog.

Bce naumentsl CKB cooTBeTcTBOBANN AUATHOCTH-
YECKUM KpUTEpHUsIM AMepruKaHCKoi PeBmartonorndec-
kol Accounauu aiast CKB nepecmotpa 1997 r. Jlns
nuarnoctrkn ADC ucnons3oBany Kputepun Mexry-
HapoJHOro oOllecTBa remocrasa u Tpombo3a —
ISTH(2006). 511 KOMMYECTBEHHOTO BBIPAKEHHUS aK-
TUBHOCTHU OO0JIE3HH MCTIONB30BANACh OaibHAS IIKaIa
SLEDALI (Systemic Lupus Erythematosus Disease
Activity Index) (mo BombardierG. etal., 1992 1) [5
c.351, 352, c.347, 348, 473, c.362-364; 6,7].

Pesyabrarsl uccnenoBanus. [lon HabnroneHu-
eM Haxomwmch 153 6ompHBIX CKB B BO3pacte ot 3
no 15 net u crapiue, u3 Hux — 132 neBouku (86,3%) u
21 (13,7%) mamsuank. Pactipenenenne OONBHBIX IO
T0JTy B HAILIMX HAOMIOJICHUSIX YKa3bIBaeT Ha Mpeoda-
JlaHWE JEBOYEK HaJ MaJbdMKaMH, COOTHOLIEHHE MX
cocraBwiio 6:1. OOIIEN3BECTHEI CBEIEHUS O OOJIbIIIEH
MIPUHAJIEKHOCTH JIMLL KEHCKOrO MoJja K Pa3BUTHUIO
CHUCTEMHOH KpacHOH BomuaHkH. OFHAKO COOTHOILIE-
HUE I€BOYEK U MAJIBYMKOB 110 JaHHBIM Psiia UCCIIENIO0-
Baresiel pa3Hoe u coctasisieT 8:1, 9:1. OTHocuTenbHO
OoJTbIIIee YUCITO MATKIUKOB, O0TbHBIX CKB, npencras-
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nsieT cob0¥ 0COOEHHOCTH COOTHOIIIEHHST YACTOTHI 00JTh-
HBIX JIeBoueK U ManbunkoB B Kazaxcrane. I1o Bo3pa-
CTy OOJNBIIMHCTBO COCTaBUIIHM ieTH 12—15 et u crap-
e — 90 (58,8%), miamie 12 ner — 63 (41,2%).

Krnuanueckas kapTrHa O0JIE3HN XapaKTepru30Ba-
Jach MOJMCUHAPOMHOCTHIO. Hanbomnee yacTeie mpo-
SIBIICHUS TIPE/ICTABJICHBI B Ta0J.

CaMbIMH YaCThIMHU OBLITH TOPaKEHHE KOXKU U CITU-
3ucThIX (83,7%) u xapaut (84,3%).Y Mmon0BUHBI
0O0JIbHBIX OTMEYAJIOCh BOBJIEYEHHUE B IIPOLIECC MTOUEK
(50,9%). CycraBnoii cunapom (80,4%) BcTpeuasncs
TaKXKe 4acTo, HO B OTJMYHUE OT JPYTUX MPOSBIECHUH
apTpairuy v apTPUT OBLTH HE IPO3UBHBIMH, U TPHU-
3HAKU €ro Mcye3aiu y OOJIbHBIX MOJHOCTHIO, 0€3
MOCIIEICTBUM B TeueHue 1-1,5 mecsmna.

Cpeut KOXKHBIX IPOSBJICHUI Haubosee THMMYHOM
Opu1a spuTemMa B popme «b6adboukm» (50,3%). OTme-

yajach BbICOKAs 4aCTOTa AUTUTAJIBHBIX KalUUIAPH-
TOB (53,6%), SI3BEHHO-HEKPOTHUYECKUX TOPAKEHUIT
KOXH U CIU3UCTBIX (42,5%)

J10BOJIBHO YaCTBIM SIBUJIOCH PA3BUTHE CEPO3UTOB
(47,1%). Ilpuuem, yaiiie BCTpedasicsi IKCCyJaTUBHBIN
nepukapaut (62,5%), pexe — muesput (31,9%).
AJre3uBHBIN MUIEBPUT U MEPUKAPIUT BBIABISUIUCH B
eAMHUYHBIX ciaydasx (5,3%). Hepenkum mposiBie-
HHUEM y eTeld OblT mynsMoHUT (24,2%).

IMopaxenue LTHC nadmonanock B 31,1% ciryua-
eB. CaMbIMH pactpoOCTpaHEHHBIMU OBLIN TICUXO0O0P-
raHudyeckuit cunapom (26,3%) u HEBpOTHUUECKHUE
HapyeHus (22,8%), KOTopble MPOsBISUIUCH MOBbI-
HIEHHON BO30YAMMOCTBIO, Pa3pa’kUTENbHOCTbIO,
IJIAKCUBOCTbIO, HAapyLIEHUEM CHa. Pexxe perucrpu-
POBaICh MUTPEHENO100Hast ronoBHast 6016 (20,9%),
cynopoxHblid cunapom (17,5%) u nenpeccus

Ta6numa
Kauandeckasi XapakTepuCTHKA 0OJIbHBIX KPACHOH BOTYAHKOI
Tpu3Hak I'pananus npu3Haka Abc. %
Ko’XKHO-CIIM3UCTBIH CHHAPOM 9KCCY/IATHBHAsI PUTEMA, B T.4.: THUIA «0ab0UYKa» 77 50,3
THIIA «IEKOJBTE 15 9.8
ChIIlb, B T.4.: 128 83,7
IIsaTHuCcTO-nANYIe3HAs 68 | 444
SI3BEHHO-TE€MOpparuuecKast 65 | 42,5
KanUJUIIPUTHI 82 53,6
XEeHJTHT 89 58,2
CTOMATHUT, THHTUBHUT 75 49,1
CEeTUaToe JTUBEI0 48 31,4
BBITIAJICHHE BOJIOC, aIOTICITUS 37 24,2
CycTaBHOU CHHIPOM apTpairuu 123 80,4
apTPHT, B T.4.: 119 | 77,8
MUO3UTHBIH CHHIPOM 48 31,4
[Toteps B Bece Ha 3,0 u Gonee Kr. 139 90,8
Jluxopanka 135 88,2
JlerouHo-1uieBpasibHBIN CHHIPOM 37 24,2
Kapananeusiit cuaIpoM 129 84,3
I{epeOpaibHO-HEBPOTHYCCK U CHHIPOM 57 37,3
Cunnpom PeliHo 6 3,9
[Tonmceposur 72 47,1
Hedpuruueckuii cunipom 78 50,9
I'enarosieHanbHBIA CHHIPOM 39 25,4
AnTH(OCHOIUITHIHBII CHHAPOM 40 26,1
Anemus (Hb 40 -108 1/m) 133 86,9
Jleiikonenns (1,8 — 3,9) 75 49,0
JleiikemoumHbIe peakiun (HelTpodmisHoTo THIA L 25 —
9 9 5,9
39 x 10°/m)
V3MeHeHns B aHaIH3aX KPOBU H Tpombouproncrns 31 20,3
FMMYHHbIX AHOD 92 60,1
HokasaTeeit Amnrturena k HatusHoii JTHK 78 50,9
AKIJI 21 13,7
BA 17 11,1
UK 119 77,4
C3 92 60,1
C4 77 50,3
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(12,3%), koTopblE HE OTIMYAIUCH MOCTOSIHCTBOM U
MIPOXOAMIIN IOTHOCTBIO MTPU JICUEHHUH.

Ha ocHOBaHMY KJIMHUKO-TTA00PaTOPHBIX KPUTEPH-
eB ADC nuarnoctuposamu y 26,1% nereit ¢ CKB.
Kmmanyaecknmu nposisnenusimu ADC y neteit Obln
Pa3IUYHON CTETIEHN BRIPAKEHHOCTH COCYINUCTHIE CTa-
3B1 ¥ TPOMOO3EI (JTaJOHHBIE U TIOIOIIBECHHBIE DPUTE-
MBI, KO)KHBIE HEKPO3bI, CETYATOE JIUBEI0, I3BbI KOXKN ),
TPOMOOITUTOTICHUSI.

Cpey reMaTOJIOrMYECKUX HApYLIEHUH caMoi ya-
croif Obta anemus (86,9%), mamdonenus (56,8%),
KOTOpasl codeTasiach ¢ JeHkoneHuel uim Obuia mpu
HOPMAJIbHOM YPOBHE JIEMKOIMTOB. Pexe BhIABIAIACH
neiikonienus (49,0%) u TpomOoruronenus (20,3%).
Haubonee nmocrosiHHO ObI10 yckoperne COD o 40-
70 mm/uac (59,5%).ITonaBnsromniee OOMBITUHCTBO
60mpHBIX (60,1%) OBUTH ITO3UTHBHBI TI0 aHTHHYKJIEap-
HoMmy (hakTopy. B 50,9% ciiyuaeB BBISBIISIICS MOBBI-
meHHbIN TUTp antuten Kk HatnBHOUM JIHK. Bomyanou-
HBIWA aHTUKOAryJIaHT Obl o3uTHBeH y 11,1% nerei, a
aHTuTena K kapauonunuuy y 13,7%. CHukeHue oT-
JISJIbHBIX KOMITOHEHTOB KomIutemeHTa (C3 u C4) ot-
mevasnock y 60,1% u 50,3% narmeHToB COOTBETCTBEH-
HO. Y 77,4 % manueHTOB BBISBIISIOCH ITOBBLIIICHHUE
YPOBHSI IUPKYIUPYIOMNX UMMYHHBIX KOMILIEKCOB.

[To Teyenuto nmpeobianany NaMEeHThl C OCTPHIM
(60,9%) u nonoctpbim (33,3%) TeueHuem OONE3HH,
MEePBUYHO XPOHMUECKOE Havyasio 3a00IeBaHMs UMEIO
MecTo JUIb B 5,8% cirydaeB. Cpenn OOIBHBIX TTpe-
obnagana BBICOKAs CTeNeHb akTHBHOCTH (63,4%),
yMepeHHas cTenenb obuia y 28,8%, MUHUMaIbHAs Y
7,8% OOJBHBIX.

U3yuas wactoty paznuunbix Bapuantos npu CKB,
HauboJiee 4acTo Mbl OTMEYAIH BOJTYAHOYHBIN KapAUT
— 129 nereii (84,3%) u reHepanu3oBaHHBIA BacKy-
mut — 128 (83,7%) city4aeB, 3aTeM 10 4acTOTE BbI-
SIBISIEMOCTH Haxomuimuch Hepput — 78 (50,9%), mo-
aucepo3ut — 72 (47,1%) u uepedbpoBackynut — 47
(30,7%) nereiil. HeckoabKo peske OTMEUYAETCsl BbIsIB-
JeHHe BTOPUYHOTO aHTU(OCHOIUIUIHOTO CHHIPO-
Ma — 40 (26,1%) nereii (puc.).

Pacnipenenenuie GOJBHBIX C pa3IMYHBIMU BapH-
agrtamu CKB no murensHOCTH 3a001€BaHUI HA MO-
MEHT MMOCTaHOBKH JIMarHo3a rmokasajio cleayromiee:
auarsoctuka kapauta (78,2%) u nonaucepos3ura
(94,4%) nocroBepHO yalle MPOUCXOAUTIA Ha TIEPBOM
rogy 0OJIe3HHU, TOTrJa KakK MPH OCTAIbHBIX (hopMax
3aboneBanus (CKB ¢ ADC, I'B u Heppute) nuarso-
CTHKa Ha epBOM roxy Oosie3Hu cocranisiia 35,0%,
50,0% u 56,4% cOOTBETCTBEHHO OT MOSBIEHUS MEp-
BBIX ITPU3HAKOB OOJIE3HH, UTO OCIOKHSIO TEUCHHE 1
ucxopi 3a00neBaHMs.

[IpenmectroBaBmumu (pakropamu 66 — OPU
(42,6%), runepuncomnsuus (28,7%), anruna (11,6%),

npyrue GaxTopsl B 3,9%, He OB yCTaHOBIICHEI
cBsi3u B 13,1% cayuasx. Ilpu CKB ¢ npeumymie-
CTBEHHBIM [OPAXKEHUEM IT0YEK OJHUM U3 OCHOBHBIX
TPUTTEPHBIX (PAKTOPOB OBLIN OCTPBIE PECTIUPATOPHBIE
uHpekunn (51,2%), 3ateM (GoToceHcHOMIM3aIHS
(23,0%), rHOMHAs aHTMHA, KaK MPEeANIECTBYIOMINUN
¢daxTop, Obla BeIsiBieHa y 10 eTei, 4To COCTaBUIIO
6,5%, npyrue hakropsl UMenu 3HaYeHue B 2,7% ciy-
YyaeB, U HEYCTAaHOBJIEHHbIE MPUUYMHBI COCTABHIIM
10,3%. IIpu monucepo3nuTe B MOJOBHUHE CIIy4yaeB
MPEIIECTBYIOMUM (DaKTOpOM B Pa3BUTHH OOJIE3HU
6bu1a ocTpast BUpycHas uHbpexims (52,8%) 1 oguHa-
KOBO YaCTO BBISBIIUIACH THOWHAS HH()EKIIIH 1 HHCO-
nsust (21,1% wu 20,8%). [Toutn y monoBuHBI 00Jb-
HBIX (43,9%) mpeamecTByOMMM (aKTOPOM TIPH TI0-
pakennu L{THC Obla ocTpas pecriupaTopHast HH(pEK-
1us, a y Tpetu aereil — runepuncomnsauus (19,1%). ¥
00mbHBIX ¢ BTOpu4HbIM ADC U reHepasn30BaHHbIM
BacCKyJIMTOM OCHOBHOE 3HaYE€HHUE HMENIH BUPYCHAs U
rHoitHas unpexunu (62,5%, 62,5% u 25,0%, 33,3%
COOTBETCTBEHHO). Cpenn Ipyrux (akTopoB ObLIH
OTMEYEHBI MePeoXTKICHUS, PU3NIECKUE U IMOIIH-
OHAJIbHbIE MEPErpy3KH W NPUBUBKH.

BriBOabI:

1. OcoOEHHOCTBhIO CHCTEMHON KpacHO# BOTYaH-
KU y JIeTell B peciyONuKe SIBISIETCS HECKOIBKO APY-
roe COOTHOIIECHHE YaCTOTHI OONBHBIX. B oTnnune ot
TUTEpaTypHBIX TaHHBIX (9:1), COOTHOLIIEHKE 1eBOYEK
Y MaJIBYUKOB COCTaBUJIO 6:1.

2. B uenom ans CKB nerckoro Bo3pacTa xapak-
TEpHBI BApPUAHTHl CYOTUIIOB C KIMHHUKO-Ta00paTop-
HBIMU CHHJPOMAaMHU: C IPEUMYILIECTBEHHBIM MPOSB-
JICHUEeM KapAuTa WiIH HePpUTa, TeHEPATN30BaHHBIM
BaCKyJIMTOM U aHTU(HOCHOIUIUIHBIM CHHAPOMOM.

3. Cpenu O0JIbHBIX ¢ TIpeodIalaHueM OCTPOTO U
nogocrporo teueHuss CKB gacto BcTpedanuch Boi-
yaHOUHbIN KapauT (84,3%), HECKONBKO pexe Jro-
nyc-Hepput (50,9%), penko reHepaaTM30BaHHbBIN Bac-
KymuT (7,1%). AaTH(OCHOMUIUIHBIA CUHIPOM
(21,6%) dopmupoBancst y OOJIbHBIX MOCTENEHHO, C

Yacrora pasianunbix Bapuantos CKB

T Ollep

‘.Kﬂp}lHT OTB M I

mur B Hegpur B ADC ‘

Puc. Yacrora pasauunbix BapuantoB CKB y nereii
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TEUEHUEM BPEMEHH OT 3 MECSIEB /10 JBYX JIET OT

Havaja 00JIe3HHU.

4. OCHOBHBIMH TIPOBOILUPYIOIIUMHU (haKTOpaAMH
6buTH IpH nopakeHuu nouek, LIHC, nonuceposure —
ocTpasi BUpycHast HHPEKIMU U (OTOCCHCUOMITH3AIHS,
a npu AD®C ¥ reHepaIn30BaHHOM BacKyJIUTe — Mpe-
AMYIIECTBEHHO HHPEKITHH.
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SYSTEMIC LUPUS ERYTHEMATOSUS IN
CHILDREN

Ishuova P.K.,
Amangeldieva M.P.

Scientific Center of Pediatrics and Children’s
Surgery, Almaty, Republic of Kazakhstan

Maitbasova R.S.,

153 children patients with systemic lupus
erythematosus were examined, the analysis of
the major clinical and laboratory manifestations
of the disease and variants of subtypes in the
onset of the disease for early diagnosis was
performed.

Keywords: systemic lupus erythematosus,
children, diagnostics.
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H3yuanu kaunuxo-nabopamopuvie u peHmeeHon02udeckue 0co6eHHoCmu capkoudosd 0Cmpo20 meyeHus
(cunopoma Jlegpepena) na koeopme 6onvuvix (125 uenosex), HaANPAeIEeHHLIX 8 PEEMAMONOSULECKUT YeHMP.
Buisenen pao kaunuueckux ocobennocmell, KACAOWUXC Y3108amoll d3pumemsl U CYCMABHO20 CUHOPOMA.
Onpedenenvl axmopwt pucka pazeumust Il cmaouu capxoudoza y 6onvhvix ¢ cunopomom Jlegepena.

Knioueguie cnosa: capxouoos, yznosamas spumema, nopadjicenue cycmagos, paHHss cmaous capKouoo-
3a, cunopom Jlegepena, sHympuepyouas aumpadenonamus, GeHoOMeH «Mamoso2o CMeKiay

BBengenue. CapkouJ03 sIBISIETCS CUCTEMHBIM
BOCHAJIUTEIbHBIM 3200€BaHHEM HEU3BECTHOM NMpH-
POJIbI, XapaKTEePU3YIOIIUMCs 00pa3oBaHUEM HeKase-
UOUIUPYIOUTAXCS TPAHYIEM, MYTETHCHCTEMHBIM TI0-
pakKeHHeM C Oomnpe/eIEHHOW YacTOTOW BOBJICUEHUS
paznuuHbIX opraHoB [ 1, c.7]. Kimanyeckue npusHa-
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KW CapKoOM03a MHOrOOOpasHbI, a OTCYTCTBUE CIie-
HU(PUUECKUX TUArHOCTHYECKUX TECTOB 3aTPYyAHSET
HCUHBA3MBHYIO IUAarHOCTUKY.

BbIAeNs0T cCapKorI03 ¢ OCTPHIM HaYaaom 3a00-
neBanus — cuaapom Jledrpena (CJI) u np.; ¢ uzHa-
YaJbHO XPOHUYECKUM TEUCHUEM 3a00JIeBaHus, C pe-
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