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Y 6onvuvix cucmemnoii cknepooepmueni (CCJll) Haba100anocy uHmepcmuyuaibHoe nopajceHue 1eKux
(UI1J]) ¢ pudbpozupyrowum arveeonumom u OuP@y3HvilM NHEBMOCKIEPO30M C NPEUMYUeCmMEEHHOU TOKAIU-
sayueltl 6 bazanvuwix omoenax. MIJI evisagnaniocs uawe 8 nepsvie 200vl b6one3uu (y 66,7%), necounas eunep-
mensusi (JII) — npu OnumenvHom meuenuu. IIpumenenue KOMIIEKCHO20 NeueHUst 0d8ano NOIONCUMETbHbLE

pe3yiemaniol.

Kirouesvie cnosa: cucmemmuasn ckaepooepmusi (CCJl), unmepcmuyuanvroe nopaxcerue neexkux (MILJI),

necounas eunepmensus (JII).

[eab. BEIsIBUTH KIIMHUKO-UHCTPYMEHTAIbHbBIE
nposiieHus nopaxenus gerkux (I1J1) y 60abHbIX cH-
cremHo# ckiepoaepmueii (CCJI), pazpadborars mpo-
rpaMmy JIe4eHHsl.

Matepuan u meroabl. O0cnenoBanbl 37 00Jb-
Heix CC/l, nuaruo3 Bepu(pULHUPOBaH COMIACHO KPH-
tepusim AKP, myxxunn — 4, sxxeHmmH — 33, Bo3pact
18-56 nieT, B cpeqrem 32+6,1 rona. AkruBaocts CC/J
I crenenu —y 24,3%, Il —y 62,2%, Ill —y 16,3%
6onbHbIX. CooTBeTCTBEHHO akTuBHOCTH CCJ] paziu-
YaroT MOAOCTPOE M XPOHUIECKOE TeueHue. J[urens-
HOCTb Oone3nu 10 S net —y 24, no 10 mer — y 8,
coime 10 — y 5 manuenToB. OyHKIIMOHAIBHOE CO-
CTOSIHUE JIerKuX u3yudeHo y 32 6onbHbix CC/l npu
TIOMOIIIM [TOKa3aTeseil GyHKIMIA BHEIITHETO TBIXaHHsI
(PBJI), ananuszupyembie napamerpsl — KEJI, OOB,,
MMUT. I1J1 ormeueno y 26 u3 37 GonbHbIx CCJI
(70,3%). VI3 HUX THUII UHTEPCTULHAIBHOIO MOpaXe-
Hus sterkux (UIJI) ¢ ¢pubposupyronmmmM aabBeosn-
TOM U JU(PPY3HBIM THEBMOCKIIEPO30M C IIPEUMYILE-
CTBEHHOH JIOKanu3aIued B 0a3aibHBIX OT/AENaxX -
arHoctupoBaH y 22 u3 26 uenosexk (84,6%), Habmto-
JIaJCsl Yalle B MEepBbIE TOALI OOIE3HH.

Pe3ynbTarsl/o0cy:xaenne. Ty ieroqHoii rumnep-
ten3un (JII'), M30IMpOBaHHO WM B coYeTaHHUU ¢ Oa-
3aJbHBIM MHEBMO(HOpo30M Haldronanca yaie y
OOJBHBIX C JUTUTEBHBIM XPOHUYECKAM TEUCHHEM — Y
6 u3 13 (46,1%) GONBHBIX C JUIMTEIBHOCTHIO OOJIE3HN
cBbIIE 5 JeT, u3 Hux y 4 npu nposeneHnu IxoKI'
BousiBriena JII™ (30,8%). JlaBnenue B J1eroyHoil apre-
pyu 66110 paBHO 29,8+4,6MM pT. CT. B 1ienom o rpyrme
¢ IJI nerounas runeprensus cocrasuia 10,8%. [Ipu
onpenenennu ®BJl orMedyeHbl HapyIIeHUs TIO PeCT-
puxkTUBHOMY THIy. KaptuHa ¢hubposupyrouero aib-
BeonmTa OblIa OBICTpONpOrpeccupyromeit y 4 uz 26
(15,4%) GonbHBIX: yCUIIEHHE UHTEPCTULUATILHOTO Jie-
TOYHOTO PUCYHKA, OyJie3Hast ero aedopmariusi, BCIe -
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CTBHE YE€ro MOsIBUJIACh KAPTUHA «COTOBOTO JIETKOTO»
— YepeioBaHMe CKIIepo3a U AM(U3EMbI, HATOMHHAIO-
IIEE «ITUEITHHBIC COThD», 8 TAKKE CUMIITOM «MaTOBOT'O
CTeKJIa» (CTEKJIOBUIHOE 3aTeMHEHHUE JIETOYHOH TKaHH
BCJIC/ICTBUE AKTUBHOTO AJIbBEOJIUTA).

[Tpu mporpeccupoBaHuu JierouHoro Gpuodposza y
12 u3 26 6onbHbIx ¢ [1J1 (46,1%) oTmedanock ycu-
JICHWEe OJBIIIKU — JBIXaTeNbHas HEJO0CTATOYHOCTS,
XapaKTepH3yIomascsl pa3BUTHEM BEHTHIISIIMOHHBIX
HapyIIEHHUH MPEIMYIIECTBEHHO PECTPHUKTHBHOT'O THITA
(ymenbuienue JXKEJI), pexe cMenIaHHOro uiu 00-
crpyktuBHOTO THNOB (yMeHbIeHne ODB1, ®XXEJI
u MUT u qudy3rnoHHOM CTOCOOHOCTH JETKHUX T10
PCO,), pacnpocTpaneHne U3MEHEHHUH 110 THITY «Ma-
TOBOT'O CTEKJIa» U «COTOBOTO JIETKOTOY.

[Tporpamma jteueHus BKITFO9YaIa TIIOKOPTUKOHIBI
(25-30 mr npenHu3onoHa B cyTkH, mpu @A cyTou-
HYIO 103y IpeAHn3010Ha yBennuuBaiu 10 40-50 mr),
[UTOCTATUKH U AHTUMETAOOJUTHI, aHTHATPETaHThI U aH-
THKOATYIISTHTEL, TIPH SBICHISIX MUKPOAHTHOTIATHH TTPH-
MEHSUTH COCYIUCTBIE MPEnaparsl, P HEOOXOTUMOCTH
MpocTarianInHbI (anbnpoctaann). [Tpu koMmopOoHIHO-
CTHU ¢ OaKTepUaTbHO-BUPYCHON HHPEKIUEH TIPHUMEHSI-
JIach KOMIIJIEKCHAS! aHTHOAKTEepUaIbHAs H IPOTHBOBH-
pycHas Teparnust. [Ipu 00CTPYKTHBHBIX BEHTUIISIIHOH-
HBIX HApYIICHUSIX HCIOJIB30BAINCH HHTAISIIHOHHBIE
DIIOKOPTUKOUTHBIE U OPOHXOIUTUYECKUE CPE/ICTBA.

BriBoabi/3akawdenue. Y 6oiapHBIX CCJl Ha-
6monanock nopaxenue aerkux: UIJI ¢ pudbposupy-
FOIIMM QJTbBEOJIATOM M JU(PPY3HBIM THEBMOCKIIEPO-
30M C IPEUMYILIECTBEHHOM JoKanu3amuei B 0a3aib-
HBIX OTJIeNIaX BBIBILIOCH Yalle B MEpBhIE TOIBI 0O-
ne3nu (y 66,7%), JII' — npu ATUTETbHOM TEUYEHUH.
[Iporpeccupyromue BEHTIIAIHOHHBIE HAPYIICHHS
XapaKTEePU30BAICh PECTPUKTUBHBIM UM OOCTPYK-
TUBHBIM THIIaMH. [IprMeHeHne KOMITIIEKCHOTO JIeue-
HUSI TaBaJIO MTOJIOKUTEbHbIE PE3YJIbTaThL.
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FEATURES OF LUNG INVOLVEMENT IN
SYSTEMIC SCLERODERMA, TREATMENT
OPTIONS
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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.

Keywords: systemic scleroderma (SS), interstitial
lung involvement (ILI), lung hypertension (LH).

CUCTEMHAS KPACHAS BOJTYAHKA VY JIETEA

ILLK.Amyoga, P.C. MaiitéacoBa, M.Il.AmanreabaneBa

Hayunsrii nenTp neauarpun u aerckoit xupyprun M3 u CP PK, r.Anmarsi, PecrryOnuka Kazaxcran

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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