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Summary. Shriveled lung syndrome (FLS) or vanishing lung syndrome
is a complication of a systemic autoimmune disease most commonly
seen in systemic lupus erythematosus (SLE), but also in Sjogren’s
syndrome, rheumatoid arthritis, and scleroderma. This syndrome is
characterized by shortness of breath, pain in the anterior, lateral part of
the chest, radiating to the shoulder, collarbone, neck, and a progressive
decrease in lung volume without signs of pleural or interstitial disease
on computed tomography (CT) of the chest. This rare disease can be
accompanied by severe complications, including severe shortness of
breath and, less commonly, respiratory failure. Although shrunken
lung syndrome is rare, clinicians should have a high suspicion of FMF
in patients with a long history of SLE and worsening dyspnea. Early
treatment can be started to help reduce long-term morbidity and
mortality and maintain quality of life.
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MHAPOM cmopueHHbIx nerknx (CCJ1) asnaetca po-

CTaTOYHO PeAKMM NTeroYHbIM OCNOXKHEHNEM CUCTEM-

HOM KpacHon BonuyaHku (CKB). 9TOT cmHapom xa-
pakTepu3yeTca NPorpeccupytollen OabiKON, NOAbEMOM
avadparmbl, 60J1bl0 B TPYAU, YMeHbLIeHMEM obbema ner-
Knx npu KT-Busyanumsaumm n pecTpUKTUBHOWN KapTUHOW,
HabnofaeMon B GYHKLMOHaNbHbIX TeCTax nerkux (cnupo-
meTpuum). 3abonesaemocTb CCJ1 nyuylle BCero nsyyeHa npu
CKB, Tak Kak HegOCTaTOUYHO faHHbIX AA OLLEHKWN ero pac-
NPOCTPaHEHHOCTW MpU APYrnX ayTOMMMYHHbIX 3aboneBa-
HuAX. Mo nuTepaTypHbIM AaHHbIM, 3TO NpPoUCXoauT y 1%

3axapesaH EneHa ApkadbesHa
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Antomayus. Curapom cvopLyerHbIx nerkux (CCIT) unn cunapom ncyesatoLwmx
Nerkux ABNAETCA OCNOXHEHMEM CUCTEMHOTO ayTOMMMYHHOTO 3aboneBaHus,
yalLle BCero Habnogaemoro npu CUCTeMHOI KpacHoi BonyaHke (CKB), a Takxe
npu cuigpome LerpeHa, peBmatongHom apTpute U cknepogepmui. JaHHbli
CMHAPOM XapaKTepu3yeTca OAblWKoiA, 6onblo B nepefHeid, 60KoBOI YacTu
TPYAHOI KNETKI, 0TAALLAA B NNEY0, KNKYNLLY, LWeto, U NPOrpeccupyroLyum
yMeHblueHneM o6bema nerkux 6e3 NpusHakoB NAEBPANbHOTO U UHTep-
(TUUManbHoro 3aboneBaHua Ha KomnbiotepHoil Tomorpadum (KT) opraHoB
TPYLHOI KNeTki. IT0 pefikoe 3aboneBaHne MOXeT CONPOBOXKAATLCA TAXKENI-
M1 OCTIOXKHEHUAMI, BKIIOYA BbIPAXXEHHYI0 OAbILLKY U, PeXe, AblXaTeNbHylo
HeJ0CTaTOYHOCTb. HeCMOTpA Ha To, YTO CUHAPOM CMOPLLEHHbIX NIETKUX BCTpe-
YaeTcA J0BOSIbHO PeAKo, Y KNMHULMCTOB JOHKHO ObITb BbICOKOE NOA03peHMe
Ha C(JTy nauueHToB ¢ AnuTenbHbIM aHamHe3om CKB v yxyaLweHuem ogbiLuKm.
PaHHee neyeHmne MoXeT ObITb HauaTo, YTOObI NOMOYL CHU3UTL JONTOCPOYHYIO
326071€BaeMOCTb 1 CMEPTHOCTb, 1 COXPAHUTD KaueCTBO XKN3HY.

Knioyessie cnosa: cuHapom cvmopluenHbix nerkux (CCI), cuctemMHas KpacHas
Bonuanka (CKB), antuxykneapHble aHtutena (AHA), nerounblit pnbpo3, pu-
TyKcumab.

BCEX MaLUMEHTOB C BOJTYAHKON U MOXET BO3HUKHYTb B Jit0-
601 MOMeHT TeueHna 6onesaHn. CMHAPOM CMOpPLUMBaHNKA
nerknx Hanbonee pacnpPOCTPaHEH Yy XeHLUWH, Fae cpeaHana
MeflaHa Bo3pacTa COCTaBuUia Ha MOMEHT NOCTaHOBKU V-
arHosa 37 net. MNatodusunonorua gaHHoro 3abonesaHus
0O cux nop HemsBecTHa. OgHako OblNO BbIABUHYTO He-
CKOJIbKO MeXaHU3MOB: MUKpOaTeneKTas c fepuumntom cyp-
bakTaHTa, NepBMUYHOE NOBPEXIEHVE AblXaTeNIbHbIX MbILLIL,
AvadparmanbHas HeBponaTus, AnadparmanbHbliin ¢prubpos,
nneBpanbHble CNankyu 1 nnespanbHasa 605b, yMeHbluato-
Wana pacwimpeHmne rpyaHom Knetku. [1]
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MonoxutenbHbin anarHo3 CCJ1 3aTpyAHEH, OH AOKeH
o0b6A3aTeNbHO UCKMOYaTb APYrue NPUUMHBLI NNEBPOMNYIb-
MOHaNbHOIO MOpPaXeHWA, Npexae yem oH 6yneT nocTas-
neH. Ha cerofHALWHUIA AeHb NO AaHHbIM NUTEpaTypbl 3ape-
rmcTpmpoBaHo Tonbko 170 cnyyaes CCJI.

CraHgapTHoro neuveHna CCJ1 He cyllecTByeT, XoTA 60Nb-
LWUNHCTBO 3TUX NaLWeHTOB feyaT CPegHUMN N BbICOKAMU
fo3amn cteponpoB. MOHOKNOHanbHble aHTUTena K B-num-
douutapHomy aHTUreHy CD20 Takke M3yyaloTca B Ka-
yecTBe BO3MOXKHOMO nevyeHud. HecmoTpsa Ha oTcyTcTBUe
CTaHZAPTM3UPOBAHHOW W [OCTYMHOW Tepanuu, o6uwas
CMepPTHOCTb NpeacTaBnAeTCA HU3KOWN. [2]

CrvHOpPOM CMOPLLMBaHUA Nerknx obbluHO Nofo3pesatoT
Y NaLUMeHTOB C OAbILIKOW C NAeBPUTHON 6onblo B rpyaHON
KneTke unn 6e3 Hee, a Takxe y TeX, Y KOro umeeTcs B aHa-
MHe3e ayToMMMyHHoe 3aboneBaHue. Kawenb 1 OpTOMNHOS
ABNAOTCA MEHEee pacnpPOCTPaHEHHbIMU cumnTomamu. Kpo-
Me TOro, B aHaMHe3e MOryT ObiTb MpeAblayLme 3nmM3onbl
nnespuTa. Y naunmeHToB MOryT ObiTb CONYTCTBYIOLME AK-
TUBHblE SKCTpaTOpaKasibHble MPU3HaKM BOYAHKU, BKIIIO-
yas Takue CUMMTOMbI U MPU3HAKK, KaK apTpanrus, Cbifb,
anoneuma u rnomepynoHedpur. [3]

Y naumenToB ¢ CCJT MOXeT 6bITb TaxMMHO3 C MOBEPX-
HOCTHbIM fibIXxaHueM. [Npuban3nTenbHO y NONOBKHbBI NaLu-
€HTOB Ha MOMEHT NMOCTAaHOBKMW AMArHO3a UMeeTCA aKTMB-
HOe 3KCTpaTopakaibHOe ayTOMMMYHHOe 3aboneBaHue. [4]

OueHKa CUHAPOMA CMOPLLMBAHUA NEFKUX TpebyeT nc-
K/oUeHna ApYyrux NpuuvH OAbIWKA U 6onu B rpyaHom
KneTke y 6onbHbix ¢ CKB. JTabopaTopHble, peHTreHonoru-
yeckrie N GYHKLMOHANbHbIE TECTbl NONE3Hbl KaK AnA fe-
MOHCTPaLUN XapakTepHbix NpusHakos CCJ1, Tak 1 ana vc-
KntouyeHna auddepeHUmnanbHbIX ANarHo30B.

O6LWwit aHann3 KpoBY 06bIYHO HOPMasbHbIN. [oBbILWEeH-
HOe KONMYeCTBO NerKOLUTOB MOXET CBUAeTeNbCTBOBaTb
06 nHbekumm. MoBbiweHHbIN ypoBeHb CPB MoXeT cBupe-
TenbCcTBOBaTb O cepo3uTte. COD MOXeT ObiTb MOBbILIEHA
Ha ¢poHe aKTMBHOW BoYaHKK. OxunpaeTca, uto GyHKLUA no-
yek OyaeT HOPMasNbHOW, €CNN HEeT COMYTCTBYIOLLEro BoNYa-
HOYHOro HedpuTa. YpOBHM KpeaTUHKIMHa3bl 06bIYHO B HOP-
Me, 32 UCK/NIoYeHMEM ClTyYaeB akTUBHOMO M1O3KTa B 4PYroM
natonormyeckom mecte 3aboneBaHua. CnegyeT yTOUHUTb
ceponorunyeckuii npodunb 601bHOrO BonYaHKoM. Monoxu-
TeslbHble aHTMHYKNeapHble aHTuTena (AHA) npucyTcTaytoT
BO BCex cnyyasax. [lonoxutenbHasa aHTupocponmnmaHas ce-
ponorusa oTMevaeTca NpMMepHoO y 2/3 naumneHTos. [5]

Ecnun cneunduuecknin fuarHo3 ayTouMMyHHOro 3abo-
neBaHUA Hen3BeCTeH, LenecoobpasHo AanbHellee TeCTu-
poBaHue, BKJI0UatoLLee NosIHbIA @y TOMMMYHHBIV Npodunb.
TecTbl, KOTOpble CeayeT yunTbiBaTh, BKIOYAOT PEBMATO-
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MAHbIA GaKTop, aHTUTEeNa K LMKINYECKOMY LUTPYISIMHOBO-
My nentugy (@aHTu-ULIMN) n cknepopepmmyeckme cneynodu-
yeckue aHTUTena. MiHoraa 3aboneBaHne CoeauHUTENIbHON
TKaHW MOXeT 6bITb elle HeanddepeHLNPOBaHHbIM.

N3mepeHre ra3os apTepuanbHoi KpoBu BapnabenbHo:
Yy HEKOTOpbIX NaLMeHTOB HabnodalTca HopMalbHble pe-
3ynbTaThl, @ Y HEKOTOPbIX HabnogaeTca nerkaa rmnokce-
MUS, YXyALuaoLwanca npyu Gpusnyeckon Harpyske. [6]

O630pHan peHTreHorpadua rpPygHOWN KIeTKn ABAs-
eTCA BaXkHbIM uccnegoBaHuem. Hanbonee yacTbiM peHT-
reH-npu3HaKoMm ABNAETCA OAHOCTOPOHHEE WAWN [BYCTO-
pOHHee BO3BbileHNe nonyanadpparmbl. YMeHbLIEHHble
06beMbl IerKNX TakXKe PacnpoCTpaHeHbI.

KT rpygHon kneTkun TpebyeTca AnA NCKNIoYeHUA NapeH-
XMUMaTO3HbIX 3a00NeBaHUI NErkuxX U UCKNUYEHUs 06LLnX
anddepeHumanbHbIX ANarHO30B, TakKMX Kak UHTepCTULM-
anbHoe 3aboneBaHWe Nerkux u neroyHas sméonuaA. [o-
NMOJSIHUTENIbHO MOET MOoTPeboBaTbCs 3XOKapauorpamma
B 3aBUCMMOCTU OT aHaMHe3a. [7]

OueHka paBwXKeHus puadparmMbl ¢ nomoublo Y3U
B M-pexunme nHorga TpebyeTca, HO He BCerga ABNAeTCA
AVArHOCTUYEeCKOW. JTO MOXET [AeMOHCTPMPOBATb aHo-
ManbHoe ABVXeHue Avadparmbl, KOTOPOE MOXET OTCYyT-
CTBOBATb UM ObITb NapafoKcanbHbIM. [8,9]

B peTpocnekTVBHOM MCCNefoBaHMM OTMeYanacb HOp-
ManbHas COKpaTuTeNibHas CMocOBGHOCTb  Auadparmbl
y 6onblioro konuyectsa nayuneHTtos ¢ CKB u CCJ (9/12)
C UCNONb30BaHUEM CTUMYNALMM AnadparmanbHOro HepBa,
YTO YyKasblBaeT Ha TO, YTO HOpMaJsibHOE ABVXeHWe Aua-
dparmbl Henb3sA MCNOMNb30BaTh B KayecTse Mapkepa AN
NcKnloyeHnsa coctoaHuA. MiccnegoBaHne GyHKUMM BHeLw-
Hero AblXxaHWA OObIYHO AEMOHCTPUPYET PeCTPUKTUBHbIN
neduunT Hapagy CO CHUXKEHUEM OOLLEN eMKOCTU NErkux
(OEN), cHMxKeHMeMm KoappuLmeHTa nepeHoca MOHOOKCUAa
yrnepoga (DLCO) n ymeHbLueHnem o6bema nerkmx. Makcm-
MasibHOE AaB/ieHVe BAOXA U BbIJOXa B HEKOTOPbIX C/TyYasx
CHUXeHo. [10,11]

Ha paHHbIi MOMEHT He cylecTByeT cneunduryeckoro
neveHua CCJ1. Tem He meHee, HEKOTOpble PeKOMEHAYIOT
nepBoHayanbHoe JleyeHne KopTukocTepompamm ot 0,5
L0 TMrKr/geHb, oTAeNbHO WAN B COYETaHUN C UMMYHOCY-
NpeccMBHOW Tepanuen, Takon Kak uuknodpocbamug, pu-
TYKCUMa0, a3aTUONpPWH, MMAPOKCUXIIOPOXUH, METOTPEKCaAT,
MuKkodeHonata mopetun nunm 6enumymab. [12,13]

PeTpocnektuBHoe unccnegoBaHne Robles-Perez et al.
nokasanu ynyuywenue DLCO 1 oTcpoyeHHyto noTpebHOoCTb
B TPaHCNNaHTaLMmn Nerknx y nauneHToB, NoNyYaBLnx pu-
TykcMmab. OfHako B 3TOM UCCeJOBaHUN MPUHAIM y4a-
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CTVe ToNbKo 18 nauneHToB, Uy 6 n3 18 nayueHToB GbINN
nobouHble 3pPeKTbl pUTYKCMMaba. [14,15]

TeopunnuH (750Mr oguH pas3 B AeHb) B OAHOM 3aperu-
CTPUPOBAHHOM CJlyyae ynyywmnacb obuas emKocTb fner-
KnX Ha 31% ¢ BEPOATHbIM BAUAHMEM Ha COKPATUTENbHYIO
CNOCOBHOCTL Anadparmbl AbixaTenbHbIX MbiwwL,. [16,17]

beTa-aroHMCTbl TakXe oKa3anncb NONe3HbIMK NPK Ne-
yeHun CCJ1. Thompson et al. coobwmnu o nyywen Tone-
PaHTHOCTU K GU3NYECKOW Harpy3Ke 1 yBeNMUYeHUn obbema
¢dopcupoBaHHoro Bbigoxa 3a 1 cekyHgy (O®B1) Ha 58%
nocne 12 gHeli neyeHus 5mr pacnbinaemoro anbbytepona
WwecTb pa3 B vac. [18,19]

Takum obpasom, CCJ1 ABnAeTCA AMArHo3oM UCKIoue-
HUA.

Mepen NMOCTAaHOBKOWM AMarHo3a HeobXxoAMMO WCKJIO-
UNTb WMPOKNIA CNEKTP 3a60NEBaHUIA, Bbi3blBAKOLNX OAbILL-
Ky nunu 6onb B rpyan. K HAM OTHOCATCS Takme COCTOAHUS,
KaK MHEBMOHMUSA, BUPYCHBIN U GaKTepuranbHbIi MAEBPUT,
nepuKapant, TPoOM603MO0NMA NEroYHON apTepun, UHTEP-
CTUUManbHoe 3aboneBaHme Nerknx, XpoHnyeckas obcTpykx-
TMBHaA 0ONe3Hb Nerkux, ceppeyHas HefoCTaTOYHOCTD,
neroyHas runepteHsua. Ecnv BbiABnAeTcA npunogHATas re-
muanadparma, YTo NOYTY NOBCEMECTHO BCTPEYaeTca npwm
3TOM COCTOAHUU, APYre NPUYUHBI, KOTOPble CleayeT yuu-
TbIBaTb Nepef NOCTAaHOBKOW ANarHo3a CUHAPOMA CMOpPLLN-
BaHVA JNIETKMX, BKJIIOYAIOT JIEFOYHbIV aTeNeKTas, JIErOUHYIo
rMnoniasuio, NpegLecTByOWyo JIO63KTOMMIO, NpepLe-
CTBYIOLLYIO MHEBMOH3KTOMMIO, Napanuy gradparmasnbHoOro
HepBa, KOHTpanaTepasbHbIi MHCYNbT, nopanadparmanb-
HbI MHCYNbT, abcLiecc, B3AYTUE XefyaKa v TONCTON KUL-
K1 1nu onyxonu 6ptowHor nonoctu. [20,21]

Kpome Toro, Heo6XoAUMO PacCMOTPETb U UCKITIOUUTD
Lpyrue NpuuviHbl PecTPUKTUBHOTO AeduruuTta nerkmx. K Hum
OTHOCATCA TaKUe NPUYUMHDI, KaK JIEFrOUHbIN Gprbpo3, 6onbLuoi
nneBpanbHbIN BbIMOT, KNGOCKONNO3, MOPOMAHOE OXMpPeHne
N HepBHO-MbILLIEYHbIE PacCTPONCTBa, Takue Kak 3abonesa-
HVe ABuraTesibHbIX HEMPOHOB U TAXKeNaa MnacTeHus. [22,23]

CrHApPOM ncYe3aloLWKmX Nerknx MMmeeT JOCTaTOYHO XO-
pOLNI NPOrHO3. BoNbWNHCTBO NaLMeHTOB JOCTUMAIOT He-
KOTOPOro yny4lleHWA Npu COOTBETCTBYIOLEN MMMYHOCY-
npeccrMBHOM Tepanun. KnuHnyeckoe ynyJylieHue ABNAeTCA
O6bIUHbIM ABNEHNEM, MPX 3TOM 6ONbLUMHCTBO NaLUEHTOB
coobuwaT 06 obneryeHUM CUMNTOMOB. B 60MbLIMHCTBE
cnyyaeB Habnopaetca ctabunusauus unu  ynydweHuve
nokasatenen QyHKUMM nerkux. PeHTreHonoruyeckoe
ynyudlleHune BCTpeyaeTca pexe: 57% cnyyaeB B O4HOM UC-
cnefoBaHUM AEMOHCTPUPYIOT ynyduweHue. MNonHoe Boc-
CTaHOBJIEHNE KNNHNYECKNX, QYHKLMOHANbHbIX N pPeHTre-
HONMOMMYeCKUX HapyLLIeHN BCTpeyaeTca peako. [24]

NTaK, CMHAPOM CMOPLLEHHbIX JIETKNX ABAAETCA PEAKM
M Masion3BECTHbIM OCJIOXHEHUEM CUCTEMHOW BOJNUYAHKMU.
Takow pecnupaTopHbIN CMHAPOM 4YacTO MPOABNAETCA He-
06BACHMMON Nporpeccupyiollein ofblWKon. Busyanumsa-
UMA rpyaHoOM KNeTKK, a Takke TecTbl GYHKUMM OblXaHUA
UrpatoT K/II0UYEeBYI0 POJb B NOCTAHOBKE AMarHo3a, KOTopblii
yacto 6biBaeT 3aTpypHeH. [lomxHoe neyeHne nossondaer
ynyywmntb GYHKLMOHMPOBaHWE U CHWM3UTb 3abonesae-
MOCTb Y CMEPTHOCTb. M0 AaHHbIM UTepaTypHOro ob63opa,
KOPTUKOCTEPOUAbl B COYETAHMM C afblOBaHTHON Tepanu-
e MOryT MCMOfIb30BaTbCA B KayecTBe Tepanuu nepsou
nuHUK. Ecnun 310 He NomMoraeT, UMMYHOZENPeCccaHTOM Bbl-
6opa AsnaeTca putykcumab. OgHako HeobxoanMbl Aanb-
Helwune NnccnefoBaHna ana obecrneyeHns 6onee TOUYHOM
M CTaHAAPTU3NPOBAHHONM CTpaTerum neveHus. [25]
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