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Pesome

WHTepcTuinanbHoe TopakeHue SIBISIETCS OJHUM M3 CaMbIX YacThIX BAPUAHTOB IMATOJOTMU JIETKUX Y OOJBHBIX CUCTEMHOI CKIiepoaepMueit
(CCI1). B 6onbIIMHCTBE CilyyaeB MHTepCTULIMATbHOE 3a0oseBanue Jerkux (M3J1) popmupyercs B epuon pa3BepHYTON KIMHUUYECKOUM KapTHHbBI
CCJI, onHaKko OHO MOXeT MaHU(bECTUPOBaTh C MHTEPCTULIMATBHOTO MOPAXEHUsI JIETKMX, YTO CYLLECTBEHHO 3aTPYAHSIET PaHHIO HO30JI0rMye-
CKyI0 MuarHocTuKy. Cpeay BapuaHTOB WHTEPCTUIIMAILHOTO TIopaxkeHust Jerkux rnmpu CCJ] yariie Bcero BCTpeyaroTcs MaTTepHbI HecTienuduie-
CKOI1 ¥ OOBIYHOIM MHTEepCTULMATbHOM MHeBMOHUU. KinuHuueckue nposiBierust MU3J1 npu CCJ HecneunpUYHbI U CYyLIECTBEHHO pa3inyaloTcs
MEXJIy MalueHTaMu OT 6ECCUMITTOMHBIX JI0 ObICTPOIPOTPECCUPYIOIIEH TbIXaTeIbHON HEMOCTATOUHOCTH. PaHHSIsSI AMarHOCTHKA CyOKITMHUYECKO-
TO MHTEPCTULMATBLHOTO TIopaxkeHust ierkux rnpu CCJL ocyiecTBsieTcs: py MPpOBeIeHUN KOMITbIOTEPHOIT ToMOTrpaduu JIETKUX BBICOKOTO pa3pe-
menHus. [Ipu cBoeBpeMeHHOI nuarHoctuke rnporpeccupyommx Gopm M3JI npu CCJl Tpebyercss akTMBHAasE UMMYHOCYIIPECCUBHAST Teparusi.
B nipencraBieHHOM KJIMHUUYECKOM HaOIIOAEHUM TTPOAEMOHCTPUPOBAH ciiydaii mosaHeii nuarnoctuku M3J1 mpu CCJI.

KnioueBble c/10Ba: MHTEpCTULIMATBHOE 3a00I€BaHUE JIETKUX, CUCTEMHAs CKIIEPOAESPMUSI.
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Abstract

Interstitial lesion is one of the most common lung pathologies in patients with systemic scleroderma (SS) In most cases, interstitial lung disease
(ILD) is formed during the detailed clinical picture of SS, but it can manifest from interstitial lung disease, which significantly complicates early
nosological diagnosis. Patterns of non-specific and common interstitial pneumonia are most often found among the variants of interstitial lung lesion
at SS Clinical manifestations of ILD-SS are non-specific and vary significantly between patients from asymptomatic to rapidly progressing respira-
tory failure. Early diagnosis of subclinical interstitial pulmonary lesion at SS is carried out using high-resolution computed tomography. Active
immunosuppressive therapy is required for timely diagnosis of progressive forms of ILD-SS The presented clinical study demonstrates a case of late
diagnosis of ILD-SS
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IMopaxkeHne JeTKMX SIBISICTCS OOHUM M3 CaMBIX
YaCTBIX BUCIIEPAIbHBIX TTPOSIBICHUM Y OOTBHBIX CUCTEM-
Hoit ckineponepmueit (CCI) u BcTpevaeTcs: bosiee 4yeM
y 80 % manMeHTOB, 3aHMMas 2-¢ MECTO 1O YacTOTe
Tocjie MmopaxkeHus: numesona [1, 2]. MHTepcTUIIMATD-
Hele 3a0oeBanus Jerkux (M3J1) mpu CCJI BcTpevaroT-
cs yauie, yeM IpU IPYTruX CUCTEMHBIX 3a00JeBaHUSIX
coequHuteapHoil TkaHu (C3CT) m xapakrepusyercs
bonee TSKEIBIM TeueHueM [3, 4]. OCHOBHBIMU BapuaH-
TaMU TMOpaxXeHUs1 pecniupaTopHoii cucteMmbl npu CCJI
SIBJISIIOTCST MHTEPCTUIIMATIbHBIE TTHEBMOHUY U JIETOYHASsT
apTepuaibHasi runepreHsus [5, 6]. Hepenko ocnoxHe-
HHS, OOYCJIOBJICHHBIC BOBJICUCHNUEM WHTCPCTHUIIMS JICT-
kux, mpu CCJI cTaHOBSATCS BEAYIIMMU TIPU OIpenesie-
Huu mnporHosa [7—10]. Pazputue nerouHoro ¢dudposa
u / unu eroyHoro Backysnurta ipu CCJL siBisieTcst onpe-
TEJISTIOIIM TIPEIUKTOPOM HEOJIaroNpUSITHOTO TCUCHUS
3a00JiIeBaHMsI, a MO KJIIMHUYECKOM 3HAYMMOCTU MpeBOC-
XOOUT mopaxeHue nouek [11, 12]. Tak, KymMyaaTuBHas
10-neTHs1s1 BeKMBaeMocTh manueHToB ¢ CCJl cocras-
nset 74,9 %, torma kak B ciydae M3J1 npu CCJI BbLKM-
Bae€MOCTb OOJIbHBIX B TeueHMe 10 JeT CcylecTBEHHO
Hike — 29—69 % [13, 14].

Cpenn BapMaHTOB MHTEPCTUIINAIBEHOTO TTOPaXKEHMUS
nerkux mpu CCJI garre BcTpedaeTcsl Hecremmduaeckast
nHTepcTULMaNbHas mHeBMonust (HCUIT) — 78 %, sto
3HAYUTEJBHO peXe, YeM OOblYHas MHTEPCTULIMATbHAs
nHeBMoHus (10—15 % cnydaes) [3, 6, 14, 15]. Pentren-
MOpP(MOJIOTHYECKNE IMaTTePHbl WHTEPCTUIIMATBLHBIX
nmHeBMoHui#t B paMkax C3CT mo gaHHBIM KaK KOMITbIO-
TepHoil TomMorpacduu Bbicokoro paspeureHus (KTBP),
TaK U IO TUCTOJIOTUYECKOI XapaKTepUCTUKE CYIIIeCTBEH-
HO HE OTJINYAIOTCSI OT MOMOIATUYeCKUX (hopM aHaio-
TMYHBIX BAPMAHTOB MHTEPCTUIIMATbHBIX TTHEBMOHUIA [6,
16], moatoMy Mopdoornyeckoii BeprubuKalmy IMarHo-
3a U3JI npu CC, kak u npu npyrux C3CT, oObIYHO He
Tpedyercst, ipu 3ToM KTBP jnerkux paccmarpuBaetcst
B KQuecTBE «30JI0TOrO CTaHIApTa» NUarHOCTUKU UHTEp-
ctulanbHbIx nopaxeHuit mpu CCI [5, 17]. Tlo man-
HBIM ucciieqoBanuii [5, 13] nokasano, yto npu KTBP
OOHAPYXUTPH IMaTOJOTUYECKIE M3MECHEHUS TapeHXMMBI
ynaetrcs y 90 % 6onbHbix CCJ 1 moutu B 100 % ciyva-
€B — IpU ayTOIICUU, TOTAa KakK HapylieHus ¢hopcupo-
BaHHOW u3HeHHOU emkocTu Jerkux (MDKEJ) BbvI-
spisiiorest y 45—70 % natumenrtos ¢ CCJ [18].

B GonblIMHCTBE cy4yaeB MOpakeHUE OPraHOB JbIXa-
HUs (GopMuUpyeTCss B MEpUON pPa3BepHYTOl KIWHUYE-
ckoii kaptunbsl CCJI [4, 6, 9]. Bmecte ¢ Tem M3J1 MmoxeT
MIPEaIIeCTBOBAaTh CUCTEMHBIM IIpM3HAKaM OOJIC3HU
(KOXXHBIE TIPOSABIEHUSI, cuHIpoM PeiitHo U T. A.), KOTO-
pbIe MOSIBJISIIOTCS Ha (hOHE U3MEHEHU JIETOYHOM MapeH-
XMMBI CITyCTSI MeCAIbl M maxe Tonsl [4, 16]. Jpyrumu
cioBamu, CCJI MoxeT mebrotmpoBaTh Kak M3JI, mpu
9TOM CYILIECTBEHHO 3aTPYIHSECTCS PaHHAS HO30JI0TMYe-
ckasg auarHoctuka. Kpome Toro, KimHWYeckue TMpo-
saenenust M3J1 mpu CCJL cyniecTBEHHO pa3inyaroTcs —
OT OECCMMIITOMHOTO IO arpecCUBHOTO OBICTPOIIPO-
rpeccupylolero JjierouHoro ¢uoposa [9]. TpymHocTu
JMIMATHOCTUKU O0YCIOBIEHBI TAKXKE HECTIELIMMDUIHOCTHIO
KIMHAYECKUX TIPOSIBIEHUI, KOTOPbIEe OOBIYHO COTIPO-
BOXXITAIOTCS ONBIIIKON TIpU (PU3MIECKOI HArpy3Ke, cia-

0OCTBIO M HEIPOAYKTUBHBIM KalllJIEM, PEXe BCTPEUAIOT-
cs1 60JIb B TPYIHOM KJIETKE M KpOoBOXapKaHbe [4, 6].

K dakropam pucka pa3BuTHs U / WIK TIPOTPECCUPO-
BaHus M3J1 y maumnentoB ¢ CCI otHOcsATCS nuddy3Has
dopma 00Je3HM, MYXKCKOM ITOJI, TIOXMUIION BO3pACT
B Havasie 3aboseBaHus, HeaaBHuii nebot CCJ [3, 19,
20]. Ocoboe 3HaUeHUE UMEET acCOLMaLMsI C TAKUMU aH-
tutenamu (AT), kak antutieHTpomepHbie AT, AT K To-
rouzomepase-1 (aaTu-Scl-70). Tak, Hammame aHTr-Scl-70
accoumnupyetcsl ¢ BhiIcokuM puckom M3JI GeicTporpo-
TPECCUPYIOIIETO TeYSHHsI, TOTIa KaK IIpy 0OHapYXKeHUN
aHTULIeHTpoMepHbIX AT cHukaetcs BeposTHOCTh M3J1
npu CC/JI [1, 4, 6].

IIpu cBoeBpeMeHHOIT TUArHOCTUKE IPOrpecCUpyro-
mux dopm M3JI TpebyeTcss akTUBHAsE UMMYHOCYIIpeC-
cuBHas Tepanus. OOBIYHO TIPU KIMHUKO-PEHTTEHOJIO-
rmyeckom niporpeccupoBanun U3JI nmpu CCJI nedyenne
MMPOBOJAMUTCSI B paMKaX OCHOBHOTO 3aboseBaHus [8].
[TokazaHo, uyTo npu npueme nuKiIoocdamuaa 1 MUKO-
¢eHoNaTa ModeTuna moxkazaTeau JErOYHONH (yHKIUU
y 6osbimmHeTBa 60JbHBIX CCJI B paBHOI CTETIEHU YIIyd-
IIATCI M / WIM CTAaOWIM3UPYIOTCS 10 CPaBHEHUIO
¢ tiane6o [21, 22]. B nocnenHue roabl HaKaruiMuBaeTCst
Bce OoJibllie HaOMOAeHUN 2(PdekTuBHOCTH U Oe3omac-
HocTH TpuMeHeHus y 6oabHbIX ¢ M3JT mpu CCJl aHTH-
¢ubpoTnUecKUX TpernapaTtoB (HUHTemZaHuOa M mupde-
HuaoHa) [23—25]. B HacTos1iee BpeMst TPOBOIUTCS PsiI
PaHIOMU3MPOBAHHBIX KIIMHUYECKUX MCCIIEIOBAHU, TIO
pesysibraTaM KOTOPbIX OlleHuBaeTcs: 3(h(PeKTUBHOCTD
noteHuyanbHoi Tepanuu M3J1 npu CCJI ¢ npuMeHeHn-
€M TaKuX MperapaToB, KaK PUTyKCUMaO, HUHTEAaHUO,
nupdeHuaoH, abaralenT, TOUUIU3yMad U HEKOTOPBIX
npyrux mosekyis [4, 26]. IlpencraBieHO KIMHUYECKOE
HaOJIIoAEHUE.

Knuruyeckoe HabntodeHue

[Marmentka P. 56 ner. [lpu mocTyrieHUU B IYJIbEMOHOJIOTUYECKOE
otaeneHue ['ocynapcTBeHHOTO OI0KETHOTO YUPEXKICHMsI 31PaBOOXpa-
Henust «Mpkytckast opneHa "3Hak [TodeTta" obmacTHas KIMHUYECKAS
OONbHMIIA» TMAIlMEHTKA MPEAbSIBIsIA KaloObl Ha ONBIIIKY TMpPU
HE3HAYUTEJIbHOM (U3MUECKOM HANPSDKEHUU, HaBSI3UMBBIN HEMTPOLYK-
TUBHBI Kallleib, CTab0CTh, CHIDKEHUE MacChl Tela Ha 12 KT 3a rmocien-
Hue 6 Mec., KPOBOXapKaHbe, MOBbIILIeHUE TeMIepaTypbl Tesa 10 39 °C.

N3 anamHe3a 3a001eBaHUST: OIBIIIKY BIEpBble OTMeTWIA 4 TOona
Hazal; TepareBTOM YCTAaHOBJIEH AMAarHO3 OPOHXUANIbHAS acTMa, Ha3Ha-
4yeH canmeTtepot / dutytrkazoH 50 / 250 MKT, 1o 2 Baoxa 2 pasa B CyTKH,
Tepamnus B TeueHue 3 Mec. — 0e3 kimHuIeckoro acddexra. Torma xe
BriepBbie BbinojHeHa KTBP serkux, mo pesyjibratraM KOTOpOii B 6a-
3aJIbHBIX OT/ENIaX U BEPXHUX JOJISIX CYOIIEeBPAIbHO BhISIBIEHA PETUKY-
JISIPHAas UCYEPUCHHOCTh, (POPMUPOBAHUE TPAKLIMOHHBIX OPOHXOIKTA-
30B U «COTOBOTO Jierkoro» (puc. 1).

C pesyabratamu KTBP nerkux nmaimeHTka o0paTuiach K myabMo-
Hostory. [lpu ayckyiabTauMy JIETKMX BBISBJIEHBI CyXU€ CBHCTSILIME
XPUIIbI, TBYCTOPOHHSISI KPETMTAIUsI, YacTOTa JIBIXaTeIbHBIX IBIKE-
nuit (YI4) — 18 B MUHYTY, HachILIIEHUE KPOBU KMCJIOPOAOM IO TyJib-
cokcumerpun (Sp0O,) — 96 %. InddepeHmmanibHO-IMarHOCTUIECKUIA
PsI BKIIIOYAT MIMONATUYECKUii JlerouHsblii (pudpos, HCUII, capkou-
J103; OT MPEIOXKEHHON MOPGhOIOrnueckoil BepuduKaum JuarHosa
MaleHTKAa 0TKA3a1ach.

[To oueHke Bpaua-peHTreHosora, npu nosropHom KTBP-uccne-
JIOBAaHMM JIETKUX Yepe3 2 roja JMHaMKUKa OTCYTCTBOBaja (puc. 2).

B Teuyenue mociaemHux 1,5 JeT omblllika Hapacraia, MOsSBUICS
HETPOAYKTUBHBIN Kallleslb, CTalla OTMeYaTh CHIKEHUE MacChl Tela, 3a
1 Mec. mO rocmuTanM3alUM 3HAYMTETbHO YCWJIMIUCH OMBIIIKA
U Kallesb, MOSBWJIMCh KPOBOXapKaHbe M TMOBBIIIEHUE TEMIIEPATyphl
Tena.
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Hawamuipesa M.C. u op. IHTepCTULIMATBHOE TTOPaskeHUE JIETKUX MPY CUCTEMHOMN CKIEPOICPMUK

W3 anamHe3a XW3HU: HUKOTIA He Kypwuia, paboTajia MeIUIIMH-
ckoit cectpoii. [To moBomy XpoHMYeCKMX 3a00JieBaHMII He HaOJO-
nmanack. IIpoxkuBaeT B KBapTupe 06e3 KOHIWIIMOHEpPAa M TMPU3HAKOB
3arpsi3HEHUST TUIECHEBBIMY TPUOaMK, TOMAITHUE XXUBOTHBIE M TITULIBI
OTCYTCTBYIOT.

JIOTIOTHUTETEHO K aHAMHE3y BBISICHEHO, UTO 3S0KOCTb ITAJIbIICB
KHUCTEll U CTOM, MOCUHEHNE MableB Ha X0J0Ae OECMOKOsT OOIbHYIO
oxkouto 10 yiet.

O6iee cocrosiHue TsKenoe. MHmeke maccol Tena — 19,0 xr / M2
KoxxHble MOKpOBBI OsefHble, BbICHITAaHUN HeT. CUMITOM «KHCETa».
B HIDKHUX OTZIesnax JIETKUX ¢ 00erX CTOPOH BBICTYIITUBACTCS] KPETTUTA-
umst. Y1 — 20 B munyty, SpO;> — 84 %, npu uncybdsiumu O, — 99 %.
Yacrora cepaeunbix cokpaiieHuii (YCC) — 86 B MUHYTY, apTepuaib-
Hoe masienue (A1) — 100 / 60 mm pT. CT.

TTpu HUOPOOPOHXOCKONMUU OOHAPYKEHO IOCTYIUIEHUE CBEXei
KPOBH CO BCeX CETMEHTOB CIIpaBa. BhimonHeHa GpoHXMaTbHAsT apTe-
puorpacdusi ¥ SMO0IM3aLKsI OPOHXUAIBHBIX ApPTEPUIA.

[To manubeiv KTBP serkux (puc. 3) ycTaHOBJIEHO, YTO BO3MYIII-
HOCTb MapeHX1MBbI MPABOTO JIETKOTO CHUXKEHA 32 CUET 30H KOHCOMUIA-

Puc. 1. AkcuanbHble CKaHbl
narentku P. (2014), momry-
YEeHHBIE MPU MPOBEACHUU
KOMIIBIOTEPHOI TOMOTpadun
BBICOKOTO pa3pelleHusi

Figure 1. Axial scans of patient
R. (2014), obtained by using

a high-resolution computed
tomography

Puc. 2. AkcuambHble ckaHbl maneHTK P. (2016),
MOJTydeHHBIE TIPU TIPOBEICHUY KOMITBIOTEPHOIA
TOMOrpaduu BHICOKOTO pa3pelieH st

Figure 2. Axial scans of patient R. (2016), obtained
using a high-resolution computed tomography

uuu, no nepudepun — cuMnToM halo. B BepxHeit nose JeBOro Jerko-
TO aHAJIOTMYHOE OYaroBOo€ CHUXEHME BO3AYLIHOCTU. B mapenxume
000X JIETKUX — MEJIKME oyaru pasmepaMu ot 2 X 1 10 4 X 3 mm. B kop-
TUKAJbHBIX OTAENaX OOOMX JIETKMX — <«COTOBOE JIETKOE».
MenuacTiuHalIbHbIe JUMMaTUUECKue y3Jibl yBeJUYeHbl 10 19 X 11 MM.

O6mmit aHanmu3 KpoBu: Jeiikoruros — 15,1 x 10° / 1, Helitpodbu-
sel — 85,5 %, remornobud — 99 r / 1, TpombouuTsl — 486 X 10° / 1.
Buoxumuueckue mokasareium KpoBU — 0e3 ocobeHHocTeit. OOuimit
aHau3 Mouu: 6e10k — 0,5 r / 1. MUKPOCKOMUST Ma3Ka: SpUTPOLIMTHI —
135 B mosie 3peHus (1. 3.), geiikouutsl — 10 B 1. 3. Koarynorpamma:
anturpom6bun 111 — 68,3 % (75,0—125,0), D-numep — 14,69 mr / 1
(0,0—0,49). IMpoxanbiutornuH — 0,05 Hr / ma (0,00—0,50).

ITo manHbIM 3X0Kapauorpadun (OxoKI') obHapyxkxeHo paciiupe-
HME TpaBbIX OTAEIOB CEpIala, MPU3HAKU JIETOYHOW TUIEePTEeH3UU
IIT crenrenu. Boimonnena KTBP-anruorpacdwmsi, 1aHHBIX 3a TPOMOO-
SMOOJIMIO JIETOYHO apTepuu He TTOTyIeHO.

B Teuenue 2 nHeil B cralMoHape IbIxaTelbHasi HeI0CTaTOYHOCTD
Hapactana (SpO, — 73 %), manmeHTKa nepeBeicHa Ha UCKYCCTBEHHYIO
BEHTWISILIUIO JIETKUX.

Puc. 3. AkcuasibHble CKaHbl aLU-
eHTku P. Ha hoHe JieroyHoro KpoBo-
TeueHust (2017), mosydyeHHbIE TIPU
MPOBEICHNH KOMITbIOTEPHOI TOMO-
rpaduu BHICOKOTO pa3peiieHust
Figure 3. Axial scans of patient R.
against the background of pulmonary
hemorrhage (2017), obtained by high-
resolution computed tomography
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[IpoBeneH KOHCUIIMYM € y9acTHeM IyJbMOHOJIOTa, PEBMATOJIOTA;
MpeIBapUTEIbHbIN TUAaTHO3 — BACKYJIUT HESCHOro reHesa, 0OJIe3Hb
I'yanacyepa (?), rpanyiaemarto3 Berenepa (?). st yToyHeHUs qUarHo-
3a onpeneseHsl cienyoinne mMapkepbl C3CT: aHTMHENTPOGDUIbHbBIE
nurorrtazmarnaeckue AT — 0,6 (Hopma < 1,0); AT K ABycMpaibHOM
JAHK — 7,7 ME / mx (Hopma < 10); antusinepubie AT — 0,2 (Hopma —
<0,7); AT IgG k dochonununam — 2,5 En / ma (Hopma 0—10); AT
IgM k dochommunam — 1,1 Ex / M (Hopma 0—10); AT k GazanbHO#
MeMmOpane kiyooukos nouek — 0,9 Ex / M (Hopma — 0—19,9). Basta
OUOTICUST CIIM3UCTOM HOCA, TMCTOJIOTMYECKUX TaHHBIX 32 IpaHyjiemMa-
TO3 C IOJTMAHTUUTOM He OOHAPYXKEHO.

TIpoBeneHa nynbc-Tepanus MeTvinpeaHuonoHom 1 000 mr Ne 3
C TIOCTIEIYIOLINM TIEPEXOIOM Ha MTPUEM MepOPaATbHOTO MPEeTHU30JI0OHA
50 mr B cytku. Ha hoHe siedeHust COCTOSIHUE € TTOJIOXKUTETbHOM TuHa-
MUKOI, JIETOYHOE KPOBOTEUCHUE HE PEITUINBUPOBAIIO.

[To maHHBIM OOIIErO aHaIM3a MOYM COXPAHSIACH MPOTEUHYPUS
0,028—0,067 T / 1. TIpr TOBTOPHOM MCCIICIOBAHUYU CEPOTIOTUICCKIX
MapkepoB C3CT xkimHUYeCKN 3HAYUMBIX TUTPOB AT He BBISBICHO.
PeBMmatosioramu ycTaHOBJIEH MAarHo3 CUCTEMHBII BacKylIuT (M30J-
POBaHHBIN JICTOYHBIN KAaMWUISIPDUT), aKTUBHOCTH 3. B otmeneHuu
MpoBeaeHa MyJbc-Tepanusi Meturnpeaom 250 mr + uumkinodochamun
600 Mr BHyTPMBEHHO, J103a MPEeIHU30JI0HA CHUXKeHa 10 40 Mr.

ITo pesynbratam KTBP nerkux B tuHaMKMKe yCTaHOBJIEHO YMEHb-
meHre MHGWIbTpaLMU Ha (POHE PacrpOCTPaAaHEHHOTO MHTEPCTULIM-
ajpHOTO (hrbpo3a (puc. 4).

ITo pesynbTaram BriepBble MPOBEACHHON CITUPOMETPUN OTMEUEHO,
yto mokazareib MXKEJI cocraBun 70 %, o6beM (GopcHpOBaHHOTO
BbIIOXa 3a 1-10 cexkynny (ODB,) — 74 %.

JIJist yTOUHEHUsT TUarHo3a TMalMeHTKe PeKOMEHIOBAHO T000ce-
TIOBaHME B MEAULIMHCKOM YUpeXIeHUH (peaeparTbHOTO YPOBHSI, TOCTIU -
TaM3UpoBaHa B 4-e TeparneBTiyeckoe otaesneHue MenepaibHOro rocy-
TAPCTBEHHOTO OIOKETHOTO HAYYHOTO y4peXxyieHus «lleHTpambHbIi
Hay4YHO-MCCIEN0BATEIbCKUIA UHCTUTYT TyOepKyie3a».

[pu mocTyruieHUy B CTallMOHAP TOJIYYEeHbI CIICAYIONINe TaHHBIE:
SpO, — 92—95 %; mpoiifieHHast TUCTAHIINS TIPU BBIMIOJTHEHUU 6-MU-
HYTHOTO IIIarOBOro TecTa coctaBuia 434 M; mecarypauus — < 89 %;
NaBJIeHUE B JIETOYHOI apTepuu 1Mo maHHbIM DXxoKI — 39 mwm pt. ct.;
nokasarenu ¢yHKmM BHelrHero asixanust (PB) — OXKEJ — 70 %,
O®DB, — 69 %, nuddysnoHHas crmocodHocTh Jerkux (DLco) — 33 %.

[MaumenTka koHCyabTUpOBaHa B PenepanbHOM rocy1apCTBEHHOM
OIOMKETHOM HAyYHOM yupexkneHun «HaydHo-mcciaenoBaTeIbeKuin
WHCTUTYT peBmaTojioruu umenu B.A.HacoHoBoii», ycTaHOBJIEH nuar-
Ho3 CCII, ntumuTrpoBaHHas (popma, xpoHnueckoe reueHue. CUHAPOM
PeitHo, nHTepcTUIMATBHOE TIOpaxkeHue jerkux mo Tuiry HCUII, kap-
MonaTus (JJerouHast TMIepTeH3us1), KaMWLISIPOCKOMYECKre U3MEHe-
Hus. [IpixarenbHast HepocTaTrouHocTh [—I1 crenenu.

Jlo3a mpenHM300Ha cHIKeHa 10 20 MT B CYTKH, 100aBJIeH MUKO-
denonata moderus 2 000 Mr B CyTKH.

B HacTost11Iee BpeMsi coCTOsTHUE MAIMEHTKHU YIOBIETBOPUTEIBHOE,
OHa MPOJIOJIKAET Ha3HAaYeHHOe JieyeHue. 2KasoObl Ha peikuii Kalllesb,
OJIBILLIKY TIPU YMepeHHOo (pusmyeckoit Harpyske. [To manusiM KTBP —
6e3 orpuiiarenbHoil nuHaMuku. Mcciaenosanue ®BJI: ®XKEJ — 78 %,
O®B, — 77 %, DLco — 42 % (nonoxuTeabHast TMHAMMKA).

Puc. 4. KopoHanbHblii

Y CarMTTAJIbHBIN CKAHBI
nanueHTku P. Ha done
MMMYHOCYITIPECCUBHOM
Tepanuu (2018), mosny-
YeHHBIE TPU TIPOBEICHUU
KOMITBIOTEPHOI TOMOTpa-
¢um BrICOKOTO pazpelie-
HUS

Figure 4. Coronal and
sagittal scans of patient R.
in the background of
immunosuppressive ther-
apy (2018), obtained by
high-resolution computed
tomography

I[lo nmaHHBIM TIpEICTaBIIEHHOTO KIMHUYECKOTO
HaOMIOACHUS TPOIEMOHCTPUPOBAHO WHTEPCTUIIAATD-
Hoe TTIopaxkeHHe ¢ (hOPMUPOBAHUEM JIETOYHOTO (hrdpo3a
y TlauueHTa ¢ JUMUTUpoBaHHoOit (opmoit CCII.
Heob6xommMo oTMETUTD, YTO PUCK PAa3BUTHS U MPOrpec-
cupoBaHusi MU3JI Haubosiee BBICOK Ha paHHMX CTaaMSIX
CCJI, B cBsI3M C ueM it oOecTieyeHUS] paHHETO BhISBIIe-
Hus 1 oueHkn auHamMuku M3J1 mokaszarenn @B/ B niep-
BbIe TOABLI 3a00JIeBaHWSI IOJKHBI KOHTPOJIHMPOBATHCS
Kaxnaple 3—6 Mec. (puc. 5) [4].

Ecim B ne6iote knmuHndeckux npossaennii U3J1 mpu
CCJl mokazatenmu ®XKEJI npubamkaoTcs K HOpMasib-
HBIM BeJIMUYMHaM, pucK mnporpeccupoBanusi M3JI ocra-
eTcs HU3KuM [27].

Ha pannnx cragnsax M3J1 mpu CCJI yacTo rmpoTeKaeT
OECCUMIITOMHO, YTO OTMEUYaJloCch B IMpPEICTaBICHHOM
KJIMHUYECKOM HAOJIONEHWU, a TIpU 1-M yKa3aHWW Ha
oabliky 1o gaHHbIM KTBP jerkux yxe oTmevaroTcst

Bce GonbHble cuctemHoi cknepopepmueii: ®B[] n KTBP

Y Y

Hopma VIHTepcTMLManbHoe nopaxeHue nerkux
Y ManoBblpaxeHHoe PacnpoctpaHeHHoe —
ExeroaHoe ®B[]
\]
A
OB[] kaxable 3-6 mec. Yxyawenue*
Y \

CrabunbHoe cocTosHWe B TeyeHne 5 net Jleyenne =4

Puc. 5. Anroput™ HaGoeHUs OOJIbHBIX CUCTEMHOI CKJIepOJepMU-
eit [1]

IMpumeuanue: CCI — cucremHasi ckiueponepmusi; @B/l — dyHKius BHElIHEro
nbixanus; KTBP — kommnblotepHast Tomorpadust BLICOKOTo pa3pelueHust; * — CHU-
KeHue (hopcHpOBAHHOMN XU3HEHHOM eMKocTH Jierkux > 10 %, nuddy3noHHoiM
CMOCOOHOCTH JIETKUX 10 MOHOOKCHY yriepoaa — > 15 % B ro.

Figure 5. Algorithm of patients follow-up with systemic scleroderma [1]
Note: *, reduction of forced vital capacity >10%, the diffusion capacity
of lungs on carbon monoxide > 15% per year.
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Tabauua

Kaunuro-mopghonroecuneckue sapuanmot unmepcmuyuaibHbIx 3a004e6anuil A1€2KUX Npu CUCMEMHBIX 3a001e6aHUAX

coedunumeavrot mranu [29]

Table
Clinical and morphological variants of interstitial lung diseases in systemic diseases of connective tissue [29]
Bapuant ‘ Cknepoaepmus ‘ Monumno3ut | gepmatomMmosnT Cungpom Llerpexa ‘ PA ‘ CKB
oun + ++ + ++ +
HCUN 4t ht+ + + ++
on + ++ + + +
OAN + ++ + + +
mn - - 4 - -

AnbBeonspHble reMopparuu = =

+++

Mpumeyanue: OWM - obbiyHas HTepcTLMansHas nHeeMonms; HCUM - HecneLmduyeckas uHTepcTULMansHas nHeBMoHus; OT - opraHusyiowascs nHeemokms; JAM - auddysHoe anbeeonsp-
Hoe nospexaeHue; MM - numdoumTapHas UHTepCTULManbHas nHeMoHus; PA — pematonanblit apTpuT; CKB - cvcTemHas kpacHast BonyaHka.

npuszHaku ¢dudposa. Ilposenenne KTBP nerkux npu
CC/JI naet BO3MOXHOCTb paHHE! TUATHOCTUKU CYOKITHU-
HUYECKOTO MOpaXeHUsI UHTEPCTULIUSI.

CHuxenue DLco, Kak 1 nipu MHorux apyrux M3JI,
MoXeT ObITh nepBbiM TposiBieHuem WM3JI mpu CC,
OITHAKO 3TOT MOKAa3aTeb OyIeT CHUXKATHCS TaKXKe MpU
JIETOYHOM apTepualibHOI TMIIePTEH3UU.

K penxkum xmuHuuyeckum mnposiBieHusiMm M3J1 mpu
CCJl oTHOCWUTCSI JIETOYHBIA TeMOPPAarMYeCKUil CUHII-
poM [6, 28]. ITo manHbBIM JIUTEpaTyphl, cpean Bcex C3CT
aJbBEOJISIPHBIE TEMOPPAaruu BCTPEUYAIOTCSI B OCHOBHOM
MpU CUCTEMHOM KpacHoii BojyaHke [29], uTo, Bepo-
SITHEE BCET0, BBI3bIBAJIO TPYIHOCTU MPU CBOEBPEMEHHOM
nuarHoctuke CCJI| B TIpeacTaBIeHHOM KIMHUYECKOM
caydae (cM. TaOIUILLy).

3aknroyeHue

Takum obpaszom, nuarHoctuka M3JI mpu CCI 0CHOBBI-
BaeTCs Ha KJIMHUKO-aHAMHECTUYECKUX U (DU3NKATbHBIX
naHHbeix, KTBP nerkmx, moxazatensix (pyHKIIMOHAb-
HBIX U JJA0OPATOPHBIX TECTOB.

JoikHast KIIMHUYeCcKasi HAaCTOPOXEHHOCTh U CBOE-
BpeMeHHas 3¢hdeKTUBHAS JIeYeOHO-IMarHocThuyecKast
taktuka B oTHolmeHuu WM3JI mpu CCJ co cTOpoHBI
KaK TyJIbMOHOJIOTA, TaK M PEBMATOJIOTA TMO3BOJISAT 3HA-
YUTEJIbHO ONTUMU3UPOBATH NUATHOCTUKY, TEPaNUIo
U TIOCJIEYIONIYI0 peadUIUTAIIMIO TTAlIMEHTOB C TUM 3a-
6oseBanunem. Hapsany ¢ 6a3ucHoii tepanueit CC/ un-
TepCTUIIMATbHBIC TIOPAaXEeHMS JETKUX HEOOXOaNMMO
paccMaTpuBaTh KaK BaxKHYIO MUIIEHb JJIsI TepaneBTuIe-
CKOTO BO3JIEHCTBUSI, YTO MOATBEPXKIAETCS pe3yibTaTaMUu
MHOTOYUCJIEHHBIX PAHAOMU3UPOBAHHBIX KIMHUYECKUX
HCCeOBaHU, MTHUIIUMPOBAHHBIX B TIOCTEIHUE TO/bI.
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