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KIMHUKO-® YHKIIMOHAJIbHAS XAPAKTEPUCTUKA
UHTEPCTUIIUAJIBHOI'O MNOPAKEHUS JIETKUX IPU CUCTEMHOM
CKJVIEPOJAEPMHUMU U ET'O B3AUMOCBA3b C KAYECTBOM KU3HHU
BOJIbHBIX.

Acpoposa Huruna baxtuéposna.
Xaouoosa Capsuno3 UkpomoBHa.
Camapranockuti 20cy0apcmeentblil MeOUYUHCKUL YHUBEPCUMEM.

AHHOTANMA. B pabome uznosicenvl pe3yivmamosl 00c1e008anuss 42 O0IbHbIX CUCMEMHOU
ckiepooepmuell ¢ NOOMBEPHCOEHHBLIM — UHMEPCNUYUATbHLIM — NOPAdCEHUEM  JIE2KUX,
NPOXOOUBUIUX HADIIOOeHUe HA KIUHUYeCKOU baze pesmamonouyeckol cayicool. [loxasano,
ymo 3a001e8anue NPomeKaen ¢ 806jleYeHUeM Cpaszy HeCKOIbKUX OP2AHO8 U CUCTEM, NPUYEM
UBMEHeHUs1 JIE20YHOU MKAHU NO OAHHLIM KOMNbIOMEPHOU MOMOo2paduu  8blCOKO20
paspewlenuss 3aQuKkcuposanvl y 6cex 0e3 UCKIIOYeHUs 00C1e008aHHbIX. Ycemanoeniena
BbICOKASL YACMOMA GbIAGNEHUs aumumen K monouzomepase I, Hanuuue KoOmopwix
CONPOBOANCOANOCH OONlee MANCENBIM U ObLICMPO NPOSPECCUPYIOWUM MmeyeHuem OonesHu. Y
OONLUUHCMBA NAYUECHMNOB 3APESUCPUPOBAHO OWYMUMOE CHUNCEHUe KAYecmed OJHCUZHU,
Hauboee 8bIpadCeHHoe 8 cpynne OONbHLIX cmapuie2o 603pacmad, ¢ oug@ysHou gopmoi
3abonesanus, msadcénvim Genomernom Petino, oucghazueii u oovuuxol npu guzuuecxou
Haepyske. OmoenbHO NPOAHAIUUPOBAHA CIMPYKMYPA (Pakmopos, yXyouanowux Kaiecmeo
JHCUZHU, 8 UUCIO KOMOPBIX BOUWLIU XPOHUHECKas 00b, NOBLIUEHHAS YIMOMIAEMOCHDb,
HAPYWEHUsL CHA, MPEBOANCHOCIb U CHUNICeHUue coyuanvHou akmuenocmu. Coenan vli800 o
He0OX00UMOCU KOMNAEKCHO20, MEeNCOUCYUNIUHAPHO20 NO0X00d K 6e0eHUt0 OaHHOU
Kamezopuu NAYueHmos ¢ 005A3ameNbHbIM YUEMOM NCUXOIMOYUOHANLHO20 COCMOAHUS
00IbHO20, A He MONLKO 00BEKMUBHBIX KIUHUYECKUX NOKA3amenel.

KiwueBble cioBa: cucmemuas CcKiepooepmus, UHMEPCMUYUATbHOe 3a001esanue
JIE2KUX, KAYecmeo JHCU3HU, aHmumena K monouzomepasze I, anmuyenmpomepHvle anmumenda,
nézoynas eunepmensus, penomen Petino, onpocnuxk WHOQOL BREF.
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Abstract. This study presents the results of an examination of 42 patients with systemic
sclerosis and confirmed interstitial lung involvement who were followed up at the clinical
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base of the rheumatology service. The disease was characterized by multisystem involvement,
with lung parenchymal abnormalities detected by high-resolution computed tomography in
all examined patients without exception. A high prevalence of antibodies to topoisomerase I
was established, and their presence was associated with a more severe and rapidly
progressive course of the disease. A significant reduction in quality of life was observed in
the majority of patients, with the most pronounced impairment found among older patients
and those with diffuse systemic sclerosis, severe Raynaud’s phenomenon, dysphagia, and
exertional dyspnea. The structure of factors contributing to reduced quality of life was also
analyzed, including chronic pain, increased fatigue, sleep disturbances, anxiety, and
decreased social activity. It was concluded that the management of this category of patients
requires a comprehensive multidisciplinary approach that takes into account the patient’s
psycho-emotional status in addition to objective clinical parameters.

Keywords: systemic sclerosis, interstitial lung disease, quality of life, anti-topoisomerase
I antibodies, anticentromere antibodies, pulmonary hypertension, Raynaud’s phenomenon,
WHOQOL-BREF questionnaire.

AKTyaqbHOCTb. CHCTEMHasl CKJIEpPOAEPMHsT OTHOCUTCS K TpyNme  TSHKEIBIX
ayTOMMMYHHBIX 3a00JIEBaHUN COEJUHMTEIBHOM TKaHHW, Ui KOTOPBIX XapaKTEpHO
IPOrPECCUPYIOIIEE YIUIOTHEHUE KOXKHU, IIOPAXKEHUE COCYJI0B MUKPOLIMPKYISATOPHOIO pyciia
U BOBJEUEHHE BHYTPEHHMX oOpraHoB. OpgHuM u3 Haubojee MPOrHOCTHYECKU
HEeOJIaroNnpUsATHRIX MPOSBIECHUHN O0JIE3HU CUNTAETCS HHTEPCTUIIMATBHOE TOpaKeHHE JETKUX,
KOTOPOE BO MHOI'OM OINpPEIENSIET MPOJAOKUTEIBHOCTh U KAayeCTBO MKU3HU MAI[MEHTOB.
HecMoTpst Ha IOCTUTHYTBIE YCIIEXH B JUArHOCTUKE W TEpaluH, y 3HAYNTEIBHOW 4YaCTH
OOJBHBIX  COXpAHSETCS  BBIPA)KEHHOE  CHUIKEHUE  TOBCEJHEBHOM  aKTHUBHOCTH,
TPYAOCHOCOOHOCTH U OOIIEr0 SMOIMOHAIBHOTO Oy1aronoyurs. IMEHHO M03ToOMy H3yueHHe
HE TOJIbKO KIIMHUYECKUX, HO U CyOBEKTHUBHBIX ACIIEKTOB T€UEHUs! OOJIE3HU MpE/ICTaBIsIeTCs
BAYKHOM 3a/1a4eli COBPEMEHHOW PEBMATOJIOTHH.

Heab nccnenopanns. M3yunTts knuHuueckue U GyHKIIMOHATbHBIE 0COOEHHOCTH TEUECHUS
CUCTEMHOM CKIIEPOJAEPMHH, OCIOKHEHHOM HMHTEPCTULMAIBHBIM IOPAXXEHUEM JIETKUX, a
TaK)K€ ONPEJEIUTh CTENEHb BIUSHUS JAHHON NATOJOTUU HA KAYECTBO KU3HM MALlUEHTOB.

Marepuanst u Meroabl. B  wuccienoBanue BKIOYEHb 42 manMeHTa  C
BepU(UIMPOBAHHBIM  JMArHO30M  CUCTEMHOW  CKJIEPOJIEPMUHM, YCTAHOBJICHHBIM B
cooTBeTcTBHU ¢ KiaccudukanuonaeiMu kputepusmu ACR wim EULAR, y koTopeix 1o
JAHHBIM KOMITBIOTEPHOM TOMOrpa(uu OpraHoB TPYIHOW KIETKHM OBbUIO IOATBEPIKIEHO
MHTEPCTULIMATIbHOE MopakeHue NErkux. CpenHuil Bo3pacT oOciaen0BaHHbIX cocTaBui 47,8
ioc MuHyc 4,6 roja, CpeaHss NMPOJOJKUTEIBLHOCTh 3a0ojeBaHus nocturana 9,3 mmoc
muHyc 3,4 roga. B BbIOOpke 3HAuMTENbHO MpeoOnajaiy >KeHUIMHBI. JlJig oLeHKH
KJIIMHUYECKOTO CTaTyca aHAJM3UPOBAJIUChH JaHHbIE aHAMHE3a, Pe3yJbTaThl (PU3HKAIBHOIO
oOcnenoBanus,  JgabOpaTopHble WM HMHCTPYMEHTAJIbHBIE  IOKa3aTelH,  BKIIOYas
MMMYHOJIOTHYECKOE HUCCIIEIOBaHUE KPOBU U (PyHKUMOHAIbHBIE JErouHble MpoObl. OLeHka
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KauecTBa KWU3HUM MpoBoAWIACh C ucnojb3oBaHueM onpocHuka WHOQOL BREEF,
BKJTFOYAIOIIETO YeThipe cephl: Pu3nueckoe COCTOSHME, TICUXO0JI0TUUECKoe OJaronoyyue,
COI[MaIbHbIE B3aMMOOTHOIIEHUS U BOCIIPUATUE OKPYKAIOILEH CPEIbL.

Tabnuya 1. Obwan xapakmepucmuka 00c1e008aHHLIX RAYUEHM 08

IHoka3zarenn 3HaveHne Hloms i
KOJIUY€eCTBO

Konn4decTBo nanueHToB 42 100%
Cpennuit Bo3pact, JeT 47,8 4,6
Cpennss JINTEJILHOCTD

3a60erBHaHI/Iﬂ, JeT " 9,3+3.4
KeHiuHbI npeobaganue
Huddysznas popma CCJI 28 yenoBek 67%
JlumutupoBannas ¢popma CCJI 14 yenoBek 33%

PesyabTaTthl ucciaenoBanusi. Kimundecknii mnpoduinb 00CiIeTOBaHHBIX OOJBHBIX
OIpE/IETSUICS COYETaHHBIM MTOPAXKEHUEM HECKOJIBKMX OPraHOB U CUCTEM IpU 00s3aTEIbHOM
BOBJICUECHUH JIETOYHOU TKaHU, KOTOPOE ObLIO BBISIBJIEHO Y Bcex 42 nmauuentoB. Hapsay ¢ atum
y TOJABJISIONIETO OOJBIIMHCTBA OOJBHBIX OTMEYAIMCH KOXHBIM M CYCTaBHOM CHHIPOMBI,
COCY/IMCThIE HapylleHuss no Tuny (eHomeHa PeliHo, a Takke MOpakeHHE >KEIyJI0YHO-
KUIIEYHOTO TPAaKTa B BUJE nucharuu, pedarokca U HapyIeHUs] MOTOPHUKH TTHIIEBO/IA.

Tabnuya 2. Yacmoma 0CHOBHBIX KTUHUYECKUX NPOABICHUIL 340011€6AHUA

K
Kiaunuveckoe nposiBjieHue Yacrtota, % OHECTRO
NalNEeHTOB
) WNHuTtepcrunnansHoe [IOpaXeHUe 100% 47 3 42
TETKUX
KosxHb1il cunipom 95% 40 n3 42
CycraBHOI CHHAPOM 95% 40 u3z 42
Cocynucteie HapymieHus (heHomeH
. 98% 41 u3 42
Peiino)
I -
OPKEHHE IKETyIOYHO-KUIIIEIYHOTO 76% 3 413 42

TpakTa

[Ipu uMMyHOJIOrMYECKOM OOCIIEIOBAaHUU YCTAaHOBJICHO, YTO Y OOJBIIMHCTBA MAlMEHTOB
ONPENEISUINCh aHTUTENA K TOoIon3oMepase I, Hanuune KOTOpBhIX acCOLMUPOBAIOCH C Ooiiee
arpecCMBHBIM M OBICTPO TPOTPECCUPYIOIIUM TEYEHHEM 3a00JieBaHUA, a Takxke c Ooiee
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BBIPOKEHHBIMM ~ M3MEHEHUSMM  JIETOYHOM  TKAaHM 1O  JIaHHBIM  TOMOrpadum.

AHTHIIEHTPOMEPHBIC aHTHTEJIA BBISIBIISIIUCH CYIICCTBEHHO PEXKe U, KaK MPaBHJIO, COYCTAIHCH

c Oonee OIaronpusATHBIM, MEIJICHHO MPOTPECCUPYIOLINM BAPHAHTOM TEUCHHS OOJIC3HU.
Taonuya 3. Hmmynonouueckas xapaKmepucmuka 00c1e008aHHbIX 001bHbIX

Knunnueckas
IToka3aTeanb Yacrora, %
3HAYMMOCTh
Oonee TsDKENOC
AHTHTena K Tononsomepase | 81%
TEUEHUE
Oonee OyarompusTHOE
AHTHUIIEHTPOMEPHBIE aHTUTENA 19% P

TCUCHHUC

Ouenka kayectBa xu3HM ¢ npumeHenrneM onpocHuka WHOQOL BREF BreisiBuiia ero
CYILIECTBEHHOE CHUKEHHE y Oobllel yacTu 00cineqoBaHHbIX. CBOIO HEYOBIETBOPEHHOCTD
TEKYLIUM COCTOSIHUEM 3JJ0POBbS U IOBCEHEBHOW aKTUBHOCTBIO OTMETWIM 73% NMAalUEeHTOB,
IIPU ATOM TISITasi 4acTh BBIOOPKH, TO €cTh 20% OOJIbHBIX, OXapaKTepru30Bajia CBOE MOJIOKEHNE
KaK KpailHe TsKEIOoe, COMPOBOKIAIOLIEECS BBIPAKEHHBIM OIPAHUYEHHEM IPUBBIYHON
aAKTUBHOCTH.

Tabnuya 4. Pacnpedenenue nayuenmos no ypoeHio y0061emeopEéHHoCmu Kauecmeom
HCUBHU

.. Joast
YpoBeHb y10BIeTBOPEHHOCTH KosnuyecTBo 4esioBek
NMalUEeHTOB
HeynosneTBopeHbl KAUECTBOM KU3HU 73% 31 u3 42
B TOM qucie KpaitHe
P 20% 8 us 42
HEYJIOBJICTBOPEHBI
OTHOCHUTENBHO YJI0BJIETBOPEHBI 27% 11 u3 42

[Ipu comocTaBieHNH KIMHUYECKUX U JIEMOTpapUUECKUX XapaKTEPUCTHK yCTAHOBIICHO,
4T0 Hanbojee BBIPAKEHHOE CHIDKEHHE KayecTBa JKM3HHM XapaKTEpHO JUIS IAallMeHTOB
CTapIIero Bo3pacTa, NMpeuMylIecTBeHHO ¢ and¢ys3HOoi (opmoii 3aboneBaHus, THKETBIM
TeyeHueM ¢eHomeHa PeliHo, mucdarveit U OIBIIKON MpPU HE3HAYUTEIHHON (HU3MUYECKOM
Harpy3ke. IMeHHO B IaHHOH rpyIIie Yalie JHarHOCTUPOBAIAch IErO4YHas TUIIEPTCH3HS, UTO
JOTIOJTHUTENIFHO ~ YXYAIIAIO TEPEeHOCUMOCTh  (PM3UYECKOH AaKTHBHOCTH H  oOIiee
CaMOYYBCTBHE MAIIEHTOB.
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Taﬁﬂuua 5. Cpaeuumeﬂbnaﬂ xapakmepucmuka cpynn ¢ HUKUM U OMHOCUMEIbHO

COXPAHHbBIM KAUEeCMEOM IHCUZHU

Huskoe kauyecTBO OTHOCHUTEILHO
IIpusnax
KM3HU COXpPaHHOE Ka4eCTBO KU3HHU
. MOJIO)KE  CpEJHEero 1o
Cpennuii BO3pact, JeT 56,4+3,9 p
BEIOOpKE
[Ipeobnanatomas  dopma
g dy3Has yaiie JUMUTHPOBAaHHAs
CCA
®enomeH PeiiHo BBIPAKEHHBIN YMEpPEHHBIN
Hucdarus IMPUCYTCTBYET YaCTO BCTPEUAETCS PEXKE
MUHHMaJIbHA W
OppIika BBIpAXKEHA
OTCYTCTBYET
B} JTMarHOCTUPYETCS
JIérounast runepreH3us BCTpEYAETCS PEAKO
yaiie

Ananuz (baKTOPOB, OKa3bIBArOIInuX HauOoJIbIIIeE HETraTMBHOC BIIMAHHE Ha KayeCTBO

YKU3HU, MI0KA3aJ1, YTO BEIYILYIO POJIb UTPAIOT XPOHUUECKHIT 00JI€BOI CUHIPOM, IOBBIIIICHHAS

yTOMIISIEMOCTh W CJIAa0OCTh, HApYIIEHHUS CHA, TPEBOXKHBIE PACCTPOWCTBA, CHUKECHHE

KOHIOCHTpAIM BHHMAHHWA MW IIaMATH, a4 TAKXKC CYXKXCHHC Kpyra COIlMAJIbHOM aKTHUBHOCTH

BCIIEJICTBUE (PU3MUECKUX OTPaHUUYCHUMH.

Taﬁﬂuua 6. d)akmopbt, CHUWIIcarmuiue Kkauecmeo HCUu3nHu navuenmoes

dakTop

XpoHudeckuit 6071eBON CHHIPOM

AcTtennueckue IMPOSABJICHUA

Hapymenus cna

TpeBokHBIE pacCcTpoNCTBA
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IIposiBienne y o0c/eq0BAHHBIX
00JIbHBIX

IHOCTOAHHBIC HWJIM YaCTBhIC 6OJII/I,
CBA3aHHBIC C INOPAKCHUCM CYCTABOB U
KOXKHU

ITOBBIIIICHHAA YTOMIIACMOCTD,
CHHUXCHHUC IICPCHOCUMOCTHU HAI'PY30K

TPYAHOCTH 3acChIMaHus,
MOBEPXHOCTHBIN, TPEPBIBUCTHIN COH

MOBBIIIEHHAS TPEBOXKHOCTD,
OCCIIOKOMCTBO IO TMOBOAY IPOTrHO3a
3200JIeBaHUSI
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CHIDKEHUE KOHILICHTPALIUU
KoruntrBHble HapyeHus
BHUMaHUS, 3a0bIBYNBOCTD

. COKpallleHHue O0IIeHusl, TPYAHOCTHU B
OrpaHuueHHE COIMATLHOW aKTUBHOCTH .
po¢eCCHOHATBLHOMN AeATEILHOCTH

Oo6cy:knenue. [lonydeHHble pe3ynbTaThl COTJACYIOTCS C OOIMMU MPEACTABICHUSIMH O
CUCTEMHOM CKJIEpOJIepPMHHU KakK O 3a00JIeBaHUU, IPU KOTOPOM MOPAKEHHUE JIETKUX SBISIETCA
OJIHMM W3 TJaBHBIX ()aKTOPOB, OMPENEISAIONIMX HE TOJBKO MPOTHO3, HO U MOBCEAHEBHOE
CaMOUYyBCTBHE IalMEHTa. BpICOKas 4yacToTa BBISIBIEHMSI aHTUTEN K Tomou3zoMepase I y
o0creI0BaHHBIX OOJBHBIX MOJTBEPIKIAET UX POJIb B KauecTBe Mapképa HeOIaronpusiTHOro
TeueHus 0oJyie3HW U Oojee TSKENOro mopaxeHus J€rouyHod Tkanu. OOpamiaeT Ha cels
BHUMAaHHE TOT (aKT, YTO CHIDKEHHE Ka4eCTBA )KU3HHU OMPEICIIAETCS HE TOIBKO 00BEKTUBHON
TSOKECThIO 3a00JieBaHUsA, HO M CYOBEKTHBHBIMU TNEPEKMBAHUAMM TNaIlMEHTa, BKIIOYas
TPEBOr'Y, HAPYIIEHUS CHA U OTPAaHUYEHHE MPUBBIYHOIO 00pa3a JKU3HHU. DTO MOAUYEPKUBAET
BaXHOCTh BKJIFOUEHHUS TICUXOJIOTUIECKON MOAEPIKKHI U PeaOMIUTAIIMOHHBIX MEPOTIPHUITHI B
o0I1y10 MporpaMMy BeACHHs TAKUX OOJIbHBIX HAPSAY C MEAMKAMEHTO3HOM Tepamnueil.

BbiBOALI.

1. MaTepcTuninanbHOE MOpaxKeHue JErKuX Npyu CUCTEMHOM CKIEPOJIEPMUN BBIABIISIETCS Y
BceX 00CJIeI0BaHHBIX MALIMEHTOB U COITPOBOXKAAETCSI BOBIEUEHUEM KOXKH, CyCTaBOB, COCY/I0B
¥ JKEITyTI0YHO-KHUILIEYHOrO TPaKTa.

2. Hanuuue antuten k tonmousomepase I accomumnpoBaHo ¢ Gojee TSHKEIBIM U OBICTPO
IPOrPECCUPYIOIINM T€YEHUEM 3a00JI€BaHUS.

3. YV OonpIIMHCTBA MAlMEHTOB PETHCTPUPYETCS 3HAYMUTEIBHOE CHIDKEHHE KadecTBa
YKU3HH, HanOoJiee BhIpaKEHHOE cpeiu OOIBHBIX CTapIiero Bo3pacta ¢ auddy3Hou dhopmoit
007e3HU, THKENBIM peHoMeHOM Pelino, nucdaruei, oaplIKON U JIETOYHOM runepTeH3ueH.

4. Benymumu ¢akTopamu, yXyAIIAIOIMIUMHA KaueCTBO KU3HU, SBJISIOTCS XPOHUYECKas
00J1b, ACTeHHUSI, HAPYIIIEHUSI CHA U TPEBOKHBIE PACCTPOMCTBA.

5. BeneHue nanMeHToB ¢ CHCTEMHOM CKIIEPOJAEPMHUEN M MHTEPCTULINATBHBIM OPAXKEHUEM
JETKUX TpeOyeT KOMILJIEKCHOTO, MEKIUCIMILTMHAPHOTO MOAX0/1a C 00s3aTeIbHBIM yUYETOM
MICUXO3MOIIMOHAJIBHOTO COCTOSIHUS O0IBHOTO.
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