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Cucmemnas kpacras éonuanka (CKB) — 00HO u3 cambix CA0MUCHBIX peeMamu4eckux 3a004e6anuil, 4mo 00yca084eHO pa3HO00pazuem e2o K-
Huueckux ¢hopm u nposiéaenuil. B cmamoe onucan cayuaii msaxcenoeo nopaycenus: aeekux (I1J1) y 60avHoil ¢ panee He 0uazHoOCMUpo8arHHol U
He aeuennoil CKB, umo npuseno k hamanvrHomy ucxody. B lopoockyro kaunuueckyro 6oavHuuy Ne 13 bpueadoii ckopoii MeouyuHcKoi nomo-
WU ¢ OUAeHO30M <NHEBMOHUS» Oblaa docmaeneHa 6oavras 33 nem. Bedywumu scarobamu obiau: 00biuika, 6016 8 cycmasax, AUxopaoka, 604b
6 Jcusome. B npouecce obcredosanus u anaruza MeOUYUHCKUX 0KYMeHMOo8 0blA0 00pauieHo GHUMAHUe HA OAUMEeAbHbLI AHAMHE3 CYCMABHO-
20 cuHOpoma, peyuousupyrujie NHeGMOHUY ¢ HApACMAHUEeM Ne204HOU unepmensul, oouempoguueckue, 2emamono2uuecKue UsmeHeHus,
Haauvue aymoanmumen, 4mo 8 COBOKYNHOCMU 18UA0CH OCHOBAHUeM 05 ycmanoeaenus duaenoza CKB ¢ T1J1.

Jlannoe kaunuueckoe HaOAIOOeHUe 0eMOHCMPUPYEm 8AICHOCMb C80epeMer ol duaenocmuku u Havana aevenus CKB c I1J1. Jluaenocmuxa
CKB mpebyem 0coboeo 6HUMAHUS K AHAMHE3Y NAUUEHMA, KAUHUKO-1A00pamopHbIM noKasamensim. B comnumenvruix cayuasx npoeoosim
cneyuguyeckue UMMyHo02uMecKue uccaedosanus. Heodxoouma «peemamonoeuueckas» HacmopojiceHHOCMb, 0COOeHHO NO OMHOUEHUI) K
HCCHUWUHAM MO0A00020 803pACMA.
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Severe lung involvement in a female patient with undiagnosed systemic lupus erythematosus
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Systemic lupus erythematosus (SLE) is one of the most complex rheumatic diseases, which is due to the variety of its clinical forms and mani-
festations. The article describes a case of severe lung injury (LI) in a female patient with previously undiagnosed and untreated SLE, which
led to a fatal outcome. A 33-year-old female patient diagnosed with pneumonia was delivered by an ambulance team to City Clinical Hospital
Thirteen. Her leading complaints were dyspnea, joint pain, fever, and abdominal pain. During examination of the patient and analysis of her
medical documents, attention was focused on a long history of articular syndrome, recurrent pneumonia with progressive pulmonary hyperten-
sion, general trophic, hematological changes, and the presence of autoantibodies, which was in aggregate the basis for the diagnosis of SLE with
L1. This clinical case demonstrates the importance of the timely diagnosis and treatment initiation of SLE with LI. The diagnosis of SLE
requires special attention to the patient’s history and clinical and laboratory parameters. Specific immunological studies were conducted in
doubtful cases. Rheumatological alertness is necessary, especially in relation to young women.
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CuctemHast kpacHasi BotuaHka (CKB) — ogHo u3 Hauboliee
TSIKEJIbIX QyTOMMMYHHBIX 3200JieBaHUii, KOTopoe B 8—15 pa3 ua-
1Ie BCTPEUAETCsl Y MOJIOABIX XEHIIMH. PacrnpocTpaHeHHOCTh
CKB Bapsupyercs ot 25 1o 250 ciaydaes Ha 100 TbIC. HaceaeHUs,
MpU 3TOM MUK Hayajia 3aboJieBaHUSI MPUXOAMTCS HA BTOpOE-
TPEThe NECATUIICTUE KU3HU.

XapaxkrepHoit ocobeHHocThio CKB siBisitorcst MHOrooOpa-
3Ue KIMHUIECKUX TIPOSIBIICHUIA, TIOJTMOPTAaHHOCTh MMOPaKeHUs,
HEIpeacKa3yeMOCTh TEUCHHUSI ¢ YepeIOBAHUEM TIEPUOIOB 000CT-
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peHuit u pemuccuii. Jle6oTsl U BapuaHThl TeueHus: CKB moryT
CYLLECTBEHHO Pa3JINYaThCsl, IOITOMY €€ Ha3bIBAOT «00JIE3HbIO-
XaMeJICOHOM» WM «BEIMKMM HMMHUTATopoM OojesHeit» [1, 2].
[uarHoctudeckue TPyOHOCTA HamOOJIee YacTO BO3HMKAIOT Ha
panHux ctaausix CKB, korna B kKapTrHe 3a00J1eBaHMsI TTPEeBaIM -
PYIOT HETUITUYHBIE [UIS1 «KJIACCUYECKOT0» BapyaHTa WIM PEIKO
BCTpeyarouecss CUMIITOMbBI, a XapakKTepHOe MopakeHue opra-
HOB U CUCTEM HAOJII0IaeTCs CITyCTsI HEKOTOPOE BpeMs MocJie Ha-
yaja 6oJyie3Hu. Eciam HeT HeoOXxonumoro Habopa KpuTepueB st
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BepudUKaLMKM JOCTOBEPHOTO AMArHO3a U MPUCYTCTBYIOT JUIIb
OTIeNbHbIC KIMHUYECKUE MPOSIBJICHUST U JJabopaTopHbIe Hapy-
IIEHUsI, CBOMCTBEHHBIE 3a00JIEBAHUIO, MCTIOIb3YIOTCSI TEPMUHBI
«TIpeKIMHUIecKast cTamus» u «BeposiTHast CKB».

HNuarno3 CKB ycraHaBmuBaeTcsl COTTAaCHO KPUTEPUSIM,
MPUHATBIM TpynIoi akcrneptoB Systemic Lupus International
Collaborating Clinics (SLICC) B 2012 1. O0s13aTe/IbHO Hajiu4yue
He MEHee YeThIpeX KPUTEePUeB, CPear KOTOPHIX JTOJIKHBI TIPH-
CYTCTBOBATh XOTSI ObI OITH UMMYHOJIOTUUECKUI 1 XOTSI OBl OUH
KJIMHUYECKHiA |3].

ITpornoctuuecku HebmaronpusaTHeiMU pu CKB cunraror-
cs nopaxenue nouek u LHHC, remonuTuyeckue Kpusbl, Bbipa-
JKE€HHasl TPOMOOILIMTONEHNSI U HAJIMYMEe BTOPUYHOTO aHTU(OC-
domumuanoro cuHapoMa (ADC).

[MpeumyniecrBeHHOe nopaxeHue Jerkux (I1J1) Bcrpeuaercs
KpaifHe peaKo; Tspkenoe u KimHudecku 3HaunMoe [1J1 Habimo-
naetcst Tobko y 3—5% GosbHbIX. [ToaTomy B tutepatype [1J1 He
yAesIeTcsl AOKHOTO BHUMAHUsS BCJIEACTBUE CIIOXKHUBIIETOCS
MHEHUST O HEBBICOKO €ro 4yacToTe U MPOTHOCTUYECKON 3HAUM-
MOCTH, HeCITelIn(pUIeCcKOil CUMIITOMATHKE U GECCUMIITOMHOM
teyeHuu. B 1o ke Bpemsi HekoTopbie (opmbl T1JI obnanaioT
CBOWCTBOM WJIM HEYKJIOHHO TIPOTPECCUPOBATh C PA3BUTHEM He-
00paTUMOro OPraHHOTO MOBPEXKAEHUS, NN MTPOTEKATh MOJTHU-
€HOCHO C KpaiiHe HeOJaronpusiTHbIM HCXOIOM B De3yJbTaTe
Pa3BUTHUSI BBIPAKEHHON JbIXaTeJIbHOM HexocTaToyHocTU. Pas-
Heie Tunbl [1JI mpu CKB HenaBHO ObUIM MOAPOOHO OMUCAHBI
OTEUYEeCTBEHHBIMU aBTOpaMu [4].

Kak mpaBuio, mpu ananmmse ocobeHHocteir CKB cummTo-
MaTuKa CO CTOPOHBI OPTaHOB IBIXaHUS PEIKO UTPAET BEMYIIYIO
POJIb B KIIMHUYECKOW KapTUHE U B OOJIBIIMHCTBE MPEICTaBICH-
HBIX B JIUTEpaType OMUCAHUI YXOIUT Ha BTOPOIi IJIaH IO CPaB-
HEHUIO C APYTMMHM, XKU3HEYTPOKAIOIIMMY MPOSIBICHUSIMU. T5-
xkesbpiM hopmam [T y 6onpHbIX CKB nocssdiiieHsl pejkue myo-
mmkanuu. Tak, B 2017 . Mei-Chuan Chen u coaBT. [5] mpeacra-
BWIN omucaHue 21-JeTHell XeHIIUHBl C AMarHOCTUPOBAHHOMN
panee CKB u HedpuTOM, ¢ OCTPO pa3BUBILIEHCS MPaBOCTOPOH-
Heil MHEBMOHUEN, OBICTPBIM MPOrpecCUPOBAHNEM TUITOKCEMUUN
1 Hea(hEKTUBHOCTbIO aHTUOaKTepuaibHOW Tepanuu. [lotpe-
OoBasiach OMOICUS JIETKMX, HA OCHOBAaHUU PE3YJILTATOB KOTO-
poii OBUT TMATHOCTUPOBAH BOJTYAHOYHBIN THEBMOHUT W Ha3HA-
YeHbI BBICOKME H03bI ImokokoptukonaoB (I'K), mrazmadepes,
MukodeHosata MoheT1, HaboaaICs 0JaronpUsITHBIN UCXO/.

YnomsiHyThIe BbILLIE OTEUECTBEHHbIE ABTOPBI OMUCATN TsI-
Xesoe nHTepcTuiiaibHoe I1J1 y SKeHITMHBI C JOCTOBEPHBIM I~
arHozoM CKB, pa3BuBleecs Ha MO3[AHEN cTaanu 3a001eBaHUs
¥ HEYKJIOHHO TIPOTPEeCcCUPOBABIIIEe BCIEICTBIE HETIEPEHOCUMO-
CTH psifia JIEKAPCTBEHHBIX TPENapaToB U COXPaHSIOLIEHCsT aK-
TUBHOCTH O0Jie3HU [4].

Hapsiny ¢ MajJlouMclIeHHOCTbIO JaHHBIX O TspkeaoM IT1J1 y
0oabHbIXx CKB Takxke OTCYTCTBYIOT MCCIENOBaHUSI BO3MOXHbBIX
TIPENUKTOPOB €r0 Pa3BUTHS, B TOM JHCIIE U JAOOPAaTOPHBIX; HET
4eTKO C(HOPMYIMPOBAHHON KOHLIETIIINYN OOCIeNOBAHUS TallH-
€HTOB C 1IeJIbI0O PAHHETO BBISIBIIEHUSI IPOTHOCTUYECKY HeOIaro-
TIPUSTHBIX JIETOUHBIX OCTOXHEHUH.

IIpuBoauM KIMHUYECKOE HabmoieHre (aTaaTbHOrO Mmopaxe-
HWSI JIETKWX Y OOJIBHOM, TIOCTYIUBIIEl C TMarHO30M ITHEBMOHUH,
KOTOpbII BrioceacTBUM ObLT 3aMeHeH Ha nuarHo3 CKB ¢ T

30.12.2017 ¢ npuemnoe omdenenue [opodckoii KauHuueckoi
ooavHuypt (I'Kb) No 13 (Mockea) 6pueadoii ckopoii MeOuyuHcKoll
nomowu ¢ yauywl, 6e3 00KymeHmos, 0ocmaegiena jceHuwuna 33 aem
¢ OUACHO30M «<NHEBMOHUS».
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[lpu nocmynaenuu 6oavHas npedsneasna icaiobvl Ha 00bIUKY
6 nokoe, 601b 6 cycmagax, nosvluieHue memnepamypo. meaa 00
38,5°C, 60ab 6 acusome, yuaujeHHOe MOYCUCHYCKAHUE.

AHamues cobpan co 106 00AbHOU U HA OCHOBAHUU eOUHCIMBEH -
noii eoinucku u3 I'Kb um. B.11. Jlemuxosa (Mockea) om 10.2017.
B 2015 e. nossuauce 6oau chauanra 6 cycmasax Kucmeil, nosice 6
KPYNHbIX CYCMAasax, 3MU300UMecKoe NosbluleHue Mmemnepamypbl
mena 00 GebpunbHbIX UUPP, peuudussbl GbICLINAHUL Ha Auye (no
ONUCAHUIO HANOMUHAIOuUe Ipumemamosto-nycmynestoie). K 2017 e.
noxyoena Ha 20 ke. K épauam He obpauianacs, Ae4uiacy camocmo-
amenvro: npunumana I'K 6 doze 10—20 me/cym, Kkomopbie noAHO-
CMbI OMMEHAAA CPA3y nocae yayuuienus cocmosnus. B 2015 e. na-
yuenmka Haxoduaace Ha neveruu ¢ I'Kb No7 ¢ duaenozom: dgycmo-
DOHHASL NHEGMOHUs, 08YCMOPOHHUI NAe8pUM, aHeMus cpeoHell
cmenenu msxcecmu. Beposmubiit peemamouodnsiit apmpum (PA).
Pesynvmamol UHCMPYMEHMANbHBIX U AAOOPAMOPHBIX UCCAC006a-
HUll, @ maKkjce uHopmayus o NPoeedeHHol mepanuu u ee 3ghgex-
MUBHOCMU OMCYMCME08ANU.

Tlocae gvinucku uz cmayuonapa pekomeHoayul He 8bINOAHAAG,
6 meuenue 2016 e. npodoaxncanra beckonmponvho npunumams I'K
6HYMPb, HEOOHOKPAMHO UCNONb308AAA OUNPOCNAH 8 8U0e BHYMPU-
CYCMABHBIX UHBEKYUIL.

C 2017 e. npucoedunuauce odvliika Hapacmaroujeco xapakme-
pa, HapyuleHue MOYeUCnyCKanus (y4aujeHHoe, Manbimy HOPUUIMUL),
COXPAHANUCH INU300bl AUXOPAOKU U 60U 6 KONEHHbIX CYCmasax u
Kucmsax 06e3 npunyxamus. AMOya1amopHo KOHCYAbMUPOBAHA PeeMa-
monoeom. Hasznaueno ummynonocuueckoe oociedoganue, 6bia61eHbl
noguluwenue yposus anmumen k IHK do 19 Ed/mn (nopma 0—10),
anmu-Sm >8 Ed/ma (nopma 0—0,9), anmu-Ro/SS-A do 5,4 Ed/mn
(nopma 0—0,9), RNP-70 >8 Ed/ma (hopma 0—0,9), noaoxcumens-
Holli anmunykaeaphwiii paxmop (AHD). Aumumena k yukauuecko-
My yumpyanrunuposannomy nenmudy (AL <0,5 Ed/ma (nopma
0—2,9), pesmamoudnniii paxkmop (P®) ompuyamenvmuiii. [loemop-
HO C NOAYHEHHIMU Pe3YAbMamamil K peeMamonoey He o0pauanacs.

B okmsabpe 2017 e. 6 cesa3u ¢ yxyouieHuem cOCMOAHUs 20CHU-
manusuposana 6 I'KB um. B.I1. Jlemuxosa ¢ nanpasumenvHvim Ou-
acHo30M «nHeemonus». [lpu obcaedosanuu evissaeHbl caedyroujue
UBMEHeHUs. 68 KAUHUMeCKUX auaausax: neiikoyumos — I18x10P/a,
aelikoyumapHas gopmyna — Hopma, npomeunypus — 0,3 e/a, spu-
mpouumypus — 15—20 6 noae 3penus.

B Ouoxumuueckom ananusze Kpogu: NOBbIUUEHUE YPOGHS ANAHU-
Hamunompaucghepasvl (AJT) do 215—635 Ed/a, acnapmamamuro-
mpancgepazot (ACT) do 226— 1197 Ed/a, raxmamoeaudpoeerasoi
(JLAT) do 690—253 Ed/n, CPb — 145 me/n, PD ompuyamenvhoiii.

Ixoxapouoepamma (DxoKI): knananvt cepoua He uzmeHeHbl,
NPOAGNC MUMPAAbHORO KAANAHA -1 cmenenu, mpuKycnudaibHo20
KAanana 2-ii cmeneHu, 8biCOKas A€204HAsl 2UNEPMEH3US: CUCHONU-
yeckoe dasnenue 6 neeounoil apmepuu (CILUIA) — 77 mm pm. cm.

Komnvromepnas momoepagus (KT) opearnos epyonoii knemxu:
O0aHHBIX 8 Noab3y mpomboamooruu neeounoi apmepuu (T2JIA) ne
NOAYYEHO, paspedceHue Ne20YH020 PUCYHKA 3a CHem 6030YUIHbIX
MOHKOCMEHHbIX noAocmel ¢ 08yx cmopoH. Pacwupenue npagwix
omadenoeé cepoya. Pexomendosano uckaouumos ueHmpuio0yAspHyr
amepusemy u AUMPaneuoNeiomMuoMamos.

Ha penmeernoepamme Kucmeii u cmon — 0K0A0CYCHMABHOI 0C-
meonopos.

Y3U bprownoit nosocmu u 6eH HUICHUX KOHEUHOCMEN Namoao-
2UU He blABUNO.

Ykazanuit na ocmomp peemamonoea 6 gvinucke Hem.

Buinucana 6 ydosiemeopumensHom cocmosHuu ¢ OUAeHO30M:
oponxuoaum. Jlecounas eunepmensus, ObixamenvHas Hedocmamoy-
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Hocmo 1-ii cmenenu. PA. Helipoeennblii Mouesoii ny3wipb, eunomo-
HUSL MO4e8020 NY3bips, XPOHUYECKULl nueaoHegpum, obocmpeHue.
Pexomendosanvi: 0bcredosanue y nyabMoHOAOA, Pe6MAMON0ed,
npuem ypocenmuko8, npeoHusonona 15 me/cym.

C nauana dexabps 2017 e. nayuenmka ommemuna npozpeccu-
posanue 00bluiKU, KOMOopas meneps NOABUAACH U 8 NOKOe, NPUCMY-
nol yOyuibsa npu pazeo8ope U MUHUMAAbHOU QU3UYECKOoll aKmuUHO-
cmu, COXpaHanacy Hecmouikas 604b 6 cycmaeax 6e3 ux npUnYXanusi.
B meuenue nocaednux cymox becnoxounu ouckomghopm 6 dscueome,
yHaueHHoe MOHeUcnyckaHtue, 8 c6:3u ¢ 4em 0biia 8vi36ana 6pueada
CKOPOU MEOUYUHCKOU NOMOWU.

Tlayuenmxa no o6pazoeanuro — meduyunckas cecmpa, ¢ 2012 e.
He pabomaem. Cocmoum 6 epaxcoanckom Opake, uz-3a KOHGAUK-
MO8 ¢ 2paNCcoOaHCKuM Mydicem 4acmo Houyem y POOCMEEHHUKO8 U
dpyseii. Mamv nayuenmku ymepaa 6 36 nem om OHKOA0UHECKO20
3a004e8aHUsL.

B anamuese: demckuit uepebpanvruiii napasuy (AL, eemu-
naeeuueckas 1e60CMopoHHAA Gopma, komnencuposana. lunexono-
euveckuli anamues: ¢ 2012—2015 ee. npunumana opaivHvle KOHM-
pauenmuenl, umena 00Hy bepemernnocmy 6 2015 e., komopas 3aKoH-
4uUAach npepovieanuem no Jceaanuro nayuenmiu. Menapxe ¢ 14 1em,
¢ 2016 e. (8 30 1em) ommeueno HapyuleHue MEHCMPYAAbHO20 UUKAA
(no 2—3 ous uepesz 30—60 oueil).

Ocmomp 6 mepanesmuteckom omoeneHuu: macca meaa — 41 ke,
pocm — 167 em. Jvixanue uepes Kucaopoouyio Macky, 4acmoma obi-
xamenvuvix deuxcenuti — 28 ¢ munymy. Kocnvie nokposwi 61e0-
Hble, eQUHUYHbIe nemexXull Ha KOHYUKe Hoca, nodbopooke. Dpume-
mol, snanmems: Hem. Cycmagvl usyanvHo 6e3 uzmeHeHuil, npu
nanvnayuu onpedensemcs 6onesnennocms (70 6a1106 no uzyans-
HOIl aHAn02080il wiKaise)  cycmasax Kucmeil, cmon, KOAeHHbIX U
naevegwix cycmasax. llepkymopHo — npumynaenue 1e204H020 38)-
Ka, ayckynbmamugHo — ObIXaHue @ NecKUX 0cAabaeHo, Jcecmkoe 8
HuxcHux omadeaax. Ipybulil cucmoauveckuil wlym Ha 8epxyuiKe, aK-
uenm Ha ne2ouHoll apmepuu. XKueom xncecmiuil, 630ymolil, 601e3-
HeHnblll npu nasvnayuu. Cmya — 6 npouinsie Cymxu, MOYeUcnycKa-
HUe yuaujeHHoe, HUKmypus 0o 2 pas.

KT opeanos epyonoii knemku ¢ KOHmpacmupoganuem (Cm.
DUCYHOK): N1e20uHble Noasa 0e3 04azo8biX U UHQDUALIMPAMUBHBIX
usmenenuil. Jlecounviii pucyHox He ycuneH, He 0eqhopmuposan,
KOpHU NeeKux He pacuiupeHsl, cmpykmyphol. MuoxcecmeenHvle
menkue 6yansl 80 6cex omadenax neekux. Kuokocmu 6 nieepans-
Holl noaocmu wem. Jlannoix, ykazviearowux na TOJIA u opeanu-
yecKue U3MeHeHus opeanoe epyoHoll kaemku, He noayuero. Edu-
Huunble ygeauverHwvle (00 11— 12 mm) noomoiuweunvie aumgamu -
yecKue y3aol.

IxoKT: ebinom 6 naespanvuvix nosocmsx He goisienet. lunep-
mpoghuss MUOKapoa 16020 Hceny0ouKa: MOAUUHA MENCHCEAYOOUKO-
601l nepeeopodxu — 12 mMm, moawuna 3a0Hell CMeHKU 1€6020 Jceny-
douka — 12 mm. Ynaomuenue u kanrvyurnoz cmeopox aopmanbHo2o
Kaanaua c pecypeumayueti 3—4-ii cmenenu u MUmpanbHo20 KAana-
Ha ¢ peeypeumauueti 1—2-1ii cmenenu. Jluramayus npasoeo npeo-
cepouss — 57x54 mm (Hopma do 38 mm) u npagoeo jiceaydouka —
54 mm (Hopma 0o 36). Ppakyus éviopoca no Cumncony — 67%. 3o-
Ha eunokuHe3uu, aKkuHeuu, OUCKUHe3UU HA GU3YANU3UPYEeMbIX YHa-
cmkax muokapda ne onpedeasemcs. CIUIA — 144 mm pm. cm.

Y3HU 6prownoii norocmu: duggysrvie uzmenenus nodicenyodou-
HOIL Jcenesbvl, yeeauuerue neweHu (MoauuHa npagoti oau — 155 mm,
A1e60il doau — 59 mm), ycuneHue cocyoucmoeo pUCyHKa neveHo4HbixX
6eH, Ouamemp neueHounvix een — 10,0 mm, 60pomHOU GeHbl —
12 mm. Huxcnsas nosas éena pacuiupera do 27 mm. Ceoboonas ncuo-
Kocmb no0 neueHvio 8 HeboAbUIOM Koauvecmae.
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KT opeanoe epyonoii knemku (a, 6)

Pesyavmamor n1abopamopubix uccaed08aHuil: MouesuHa —
18,9 mxmonw/n, kpeamunun — 95 mkmonv/n, burupyoun oouuil —
24,9 mxmonv/n, ACT — 981 Ed/n, AJIT — 802 Ed/a, kpeamungpoc-
goxunaza (KPK) — 621 Ed/a, KPK-MB — 46 Eod/a, JUII —
1007 Ed/a, kaauii, nampuii, x10p — Hopma, CPB — 66,7 me/a.

Knunuueckuii anaaus kpoeu: Hb — 117 e/a, mp. —
167,0-10°/a, 2. — 10,40-10°/a, aumep. abe. — 3,11-10°/a.

Koacynoepamma: axmueupoeannoe uacmuurnoe mpomobonaa-
cmunosoe epems — 38,3 ¢, mpombunogoe epems — 16,3 ¢, npo-
mpombun no Keuxy — 35,0%, gubpunoecen — 1,58 e/a, D-oumep —
10,21 mxe/ma.

Kaunuueckuit ananuz mouu: besok — 0,75 e/, baxmepuu,
apumpoyumut — 1—3, aetikoyumor — 15—20 6 noae 3perus, bak-
mepuu +++.

Yuumwvieas ykazanue na PA 6 évinucke uz I'Kb um. B.I1. Jle-
muxoea om 10.2017, nayuenmka 6 cpouHom nopsoke HanpasieHa
Ha KOHCYAbMAUUIO K PeeMamonoey, Komopbulii Ha 0CHOBAHUU OaH-
HbIX AHAMHe3a U KAUHUKO-1a00pamopHoil KapmuHsl OUAeHOCIUPO-
6an CKB nodocmpoco meuenusi, @bicOKOU cmeneHu aKmueHOCm,
nopaicenue neekux (evicokas aeeounas eunepmensus — CIIA
144 mm pm. cm.), apmpumesl. B anamnese: mouegoii cunopom, eema-
monoeuueckue (2UNOXPOMHAA MUKPOUUMAPHAA AHEeMUs NecKOUl
cmenenu msjcecmu), mpoguueckue (CHuUMICeHUe Maccol meaa), um-
myHonoeuueckue (aumumena k JHK, anmu-Ro/SS-A, anmu-Sm,
RNP-70) napywenus, nozumugrnocmo no AH®. Beposmuuiit ADC;
TDJIA (?), ungpapkmuas nneemonus (?). Heavzs uckarouume me-
3eHmepuanbHulLii mpomoos.

Ocnooichenus: dvixamenbHas HedoCMamoYHOCmy 2-1i cmenenu.
Conymcemeyrowuil xponuueckuili nueaorneghpum, obocmpenue. Heii-
POEHHbLIL MO1eBoll ny3vipb. [Unomonus moueeo2o ny3vips. Xponu-
uecKuil MmoKcu4eckuii eenamum, yMepeHHOU cmeneHu aKmueHo-
cmu. Tlooneuenounoiii acyum. J1[I1, re6ocmoponnuii eemunapes.

[layuenmka nepesedena 6 omadenenue peanumayuu, 20e 6 me-
YeHue 4aca HacCMynua NemanbHolil Ucxo0 om Hapacmauus msaice-
201l ObIXamenbHol HedOCMAamo4HOCHU.

ITlamonocoanamomuueckuii duaeHo3: cunepmpoghuveckas Kkap-
duomuonamus (macca cepouya 495 2), eunepmpous npagoeo ice-
ayoouxa (moawguna cmenku 0,5 cm, sceaydoukoeniii undexc 1,095),
AunomMamo3 3nuxKapoa, ckaepo3 SnuKapoa npasozo dcenayoouka,
ouaeoewlil (hubpos 3ndokapda, HepasHomMepHas eunepmpopus, Au-
nogycyuno3 u ducmpoguueckue usmMeHeHUs KapoOUOMUOUUMOE,
CKAePO3 UHMPAMYPANbHbIX APMeEPULL, NePUBACKYAAPHbILL KapOuocKae-
D03, cemuamolii CMpOMANbHbIL KApOUOCKAePO3, pacuiuperue noio-
cmeli cepdya, chaliku nepukapoa.

OcnodicHenus: OmeK 20108H020 M032d, OMEK Ne2KUX, acyum
(wcudxocms 6 Oprownoil norocmu 500 ma). Imepusema reekux. My-
ckamas ne4eHs ¢ UeHmMpoAoOYAAPHLIMU MEAK00UA208bIMU KPOBOU3-
auanuamu. Ocmpoe 8eHO3HOe NOAHOKPOBUE BHYMPEHHUX 0P2aHO8.
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IlepusackyasapHbie KpogousaUAHUA @ MACKOU M0320680i 00040UKe,
MenKoo1azo8vie KpoeousnuAHUsa uanede3Ho2o xapakmepa 6 nee-
KUX, no0xceny0ouHoll acenese.

Conymcemeyrowue 3a601e6anus: apmepuoreppockaepos, pyo-
ybvt nouek. Ouaeosbwlii pubpo3 MaKoil M0320801 000404KU. XpoHuue-
ckuil oponxum. Ouaeosas xcuposas oucmpoghus neveru, XpoHu4e-
ckuii eenamum. Jucmpogus nouxu. Xponuueckuil namkpeamum,
CcKAepo3 nodicenydouroli scenesol. Poanukyrapras oucnaasus cene-
3enku. O4az08as MaKpoPOINUKYAAPHAS SUNEPHAA3UA WUMOBUOHOI
acenesvl. Xponuueckuil 6porxum. Cnaiiku nieepanbHuix HOA0CHell.

Adexeamuoeo eucmonoeu4ecKoeo uccaedo8anus NPOBeoeHo He
Obl10 (omcymcmeue peakmugog, psd 0peaHU3AUUOHHbIX NPUYUH).
3akarouenue 66110 8bI0AHO 6 8Ude MAKPOONUCAHUS.

Oo6cyxnenne. B mipeictaBieHHOM KIMHUYECKOM HaOJoIe-
HUU CMepTh OOJTBHOI HACTyMWIa BCIIEACTBUE IPOTPECCUpPOBa-
HUS TSIKEJION IhIXaTebHON HeMOCTaTOYHOCTH Ha (pOHE BBICO-
KOIi JlerouHoit aptepuanbHoii tuneprensun (JIAI). Hecmotps
Ha JJIMTeNIbHOEe TeueHue 3a00JeBaHusl U HaIMYue B KIMHUYE-
CKOI1 KapTUHE MOJIMOPTaHHON CUMIITOMATUKHU (TTOpaXkeHUe Jier-
KUX, CYyCTaBOB, U3MEHEHHsI B aHAJIM3aX MOUYM), TUATHO3 CUCTeM-
Horo 3abosieBaHUS He oOcyxaics. 3a 2 roga 00JIe3HU Celu-
(pnueckoro 1adoparopHoro oocienoBaHus (onpeaeieHe aHTU -
SAepHBIX aHTUTeN, ASIA) B cTallmoHapax He poBoauiIoch. He-
3a/10JITO IO PE3KOT0 YXYAIIEHUSI COCTOSTHUS Y MAlMeHTKU aMOy-
JJAaTOPHO OBUT BBISIBJICH IIMPOKUI CHEKTP MO3UTUBHBIX ASA,
OIHAKO 3TO He TOBJEKJIO 3a cobOOoii mepecMoTpa JAMarHosa u
TIIATETLHOTO 00C/IEIOBAHMSI.

IIpennonaraemeiit nuarHo3 PA He umen 000CHOBaHUI: OT-
CYTCTBOBAJIM JIaOOpaTOpHbIe MapKephbl 3a00JIeBaHUSI, XapaKTep
CYCTAaBHOT'O CMHJpOMa He COOTBeTCTBOBAI PA, BriociencTBuu He
BBISIBJIEHO 9PO3MBHBIX U3BMEHEHU I Ha pEHTIeHOTpaMMax KUCTel
M CTOIT B OTCYTCTBUE aIeKBaTHOTO JieueHusl (00JibHas TojyJaia
toabko ['K).

Ilpu perpocrieKTMBHOM aHaW3e aHAMHe3a, KIMHUIeCKO
¥ 1abOPaTOPHON CUMITOMATUKKA HAMU OBUIO BBHICKA3aHO TPea-
noJioxkeHue o Hainuuu y oonbHoit CKB.

Juaenocmuneckue xpumepuu CKB SLICC/ACR, 2012
(Systemic Lupus International Collaborating Clinics/American
College of Rheumatology, 2012)

Kaunuueckue:

1. CBexxue (ocTpble, aKTUBHbIE) TTOPaKEHUST KOXM.

2. XpOHUYECKHNE KOXHbIE U3MEHEHUS.

3. SI3BBI B IMOJIOCTH pTa WX HOCA.

4. Anoneuusi (nuddy3Hoe MCTOHYEHUE M TMOBBILIEHHAS
JIOMKOCTB).

5. CUHOBUT 2>2 CyCTaBOB, CKOBAHHOCTb MpUMepHO 30 MUH.

6. IlneBput, nepukapaut (IMOATBEPKAECHHbIE PEHTTEHOJI0-
ruyecku, naHHbiMu DKI, ayckynbranueii).

7. [Iporeunypus > 0,5 r U1 SpUTPOLIUTYPUS + LIUTUHIPHI.

8. [lcuxoHeBpoOrnYecKre HapyleHus.

9. [emonuTrUeckas aHeMUSI.

10. Jletikonenust <4 Toic. uau tuMdoneHus <1 ToiC.

11. TpomoGouutonenust <100 Thic.

HmmyHnonroeuueckue:

1. MoBbrenHswI ypoBeHs AHD.

2. YpoBenb antuten K JJHK B 2 paza Bblllle HOpMaJIbHBIX
3HauyeHwmit (mo ELIZA).

3. Hanmnuue aHTUTEN K SM-aHTUTEHY.

4. BrisBiaeHue 1100bIX aHTU(POCHOTUMUIHBIX AHTUTEJT.
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5. Huskuii ypoBeHb KOMITOHEHTOB KomIuieMeHT C3, C4,
CHS0.
6. IMonoxureabHas poda Kymoca.

YV malmeHTKY BBISIBJICHBI | KIMHUYECKUI U 3 UMMYHOJIOTH -
yeckux auarHoctuyeckux kpurepus CKB:

1. CUHOBUT >2, CKOBaHHOCTb 0K0JIO 30 MMH.

2. AHOD.

3. Aaturena x JITHK.

4. AuTUTeNa K Sm-aHTUTEHY.

[MockombKy M3BMEHEHUS B KTMHUUECKOM aHaJIN3€ MOYU MPU
MocJaeIHe ToCIUTaIu3aluy y MalMeHTKU He TOCTUTaId KpU-
TUYECKOTO 3HAYEHUsI, OHU He ObUIM BKJIIOYEHBI B KPUTEPUM.
VYuutbiBas, uro aoctoBepHbiii auarHo3 CKB ycraHapiuBaioT
MPY HAJTMIUU YeTBIPEX KPUTEPHEB, M3 KOTOPBIX | KIMHUYCCKUIA
1 1 UMMYHOJIOTUYECKUIA, MBI C OOJBIION I0Jeil BEpOSITHOCTU
cyuTaeM, yTo B JTaHHOM cirydae nmena mecto CKB ¢ mpenmyiie-
CTBEHHBIM TMOPaXXeHUEM JIETKUX (MHOXECTBO OYyJUI MO BCEM Jie-
rouHbIM 1oJisim ripu KT u j1erouHast ruriepreH3us).

Hannune BbIpaXkeHHBIX OYJIJIC3HBIX M3MEHEHUM B JIETKHMX
HeJIb3sT ofHO3HaYHO oTHecTH K [1J1 B pamkax CKB, Tak Kak 3TOT
curapoM HexapakTtepeH mist CKB. [Taromopdonornyecku ecth
yKa3aHMS Ha XpOHUYECKUI OPOHXUT U SM(pU3eMy JIeTKUX, OaHa-
KO JUT pa3BUTHS OyJUIE3HBIX UBMEHEHUIT HEOOXOAUM JJIUTEb-
HBII CTaXX KypeHUsl WM OpOHXOOOCTPYKIIMSI, KOTOPBIX Y 00JIb-
HOI He ObU10. MOXKHO TaKXKe TPEATNOoJOXUTh HAIMYUEe 00JIUTe-
PpUpYIOIIEro 6pPOHXUOINTA, OMHAKO 3TOT CUMIITOM KpaifHe pel-
ko Bcrpeuaercs nipu CKB u y6enuTebHBIX JaHHBIX B IOJIb3Y
atoro nopaxeHus npu KT gerkux He moay4eHo, a rMCTOJIOTHYE-
CKOe MCcClleJoBaHKUEe He MPOBOAMIOCh. BO3MOXHO TakKe pa3BU-
THEe OYyJ/UIe3HbIX U3MEHEHUI JIETKUX Ha (hOHE FreHETUYEeCKU 00y-
CJIOBJIGHHOTO Je(PUILIMTA OL-aHTUTPUIICKHA, YTO YacTO HaOJIIo-
JlaeTcsl TIpy pa3JUYHBIX CUMHAPOMAax JUCIUIA3UU COCTUHUTEb-
HOIf TKaHW. B maHHOM clrydae TIpu Upe3BbIYaiiHO KOPOTKOM TIe-
puoae HaOMIOIEHUS TPYAHO MTOHSITh, UMEJIN JIU JaHHBIC U3MEHE-
HMS JIETKUX JOTMOJHUTEIbHOE HEraTMBHOE BJIUSIHME Ha CTOJIb
HeOIaronpusTHbIN UcXoa. Bo3MOXHO, CyIIIECTBEHHYIO POJIb UT-
pajio U NMpUCOeAMHEHUE BTOPUYHOU MHbeKuu (cerncuc?), Ha
YTO yKa3bIBaJIU JIEMKOLIMTO3, BbICOKUIT ypoBeHb CPB, nefikoru-
Typusl, 6aKTepuypHusl B MOCIEIHUX aHAIN3aX, OMHAKO TTPOBECTH
WCCIIeIOBaHMUSI, YTOUHSIIOIIME JAMArHO3, M Ha3HAYUTh b deK-
TUBHYIO aHTUOAKTEPUATbHYIO TEPATMIO Mbl HE YCTIEH.

[IpennosnioxeHre o Me3eHTEPUATBLHOM TPOMOO3€ CIeIaHO
Ha OCHOBaHUW HaJW4YUsl y MALMEHTKU PEe3KO OO0JIE3HEHHOIO
B3/yTOTO KMBOTA, HO Ha BCKPBITUU, KaK U TOJIA, oHO He Toj-
TBEPAWIOCH.

Ho, HecMOTps Ha OTCYTCTBME TUCTOJIOTMUECKOTO 3aKTI0Ue-
HUSI, JTaHHBIE aHAMHe3a, KIMHWYECKUE MPOSIBICHUST Ha TIPOTSI-
JKEHUU 3a00JieBaHUsI, a TakKe OOHApyXXeHHble Ha BCKPBITUU
IUIeBpaibHbIC U MepUKapAraibHble Craliku, KOTOpbIe HEe auar-
HOCTHUPOBAHbI MPH XW3HU, YKA3bIBAIOT Ha MPAaBUIbHYIO BEpH-
¢ukanmio nuaraoza CKB.

OcoOEHHOCTAMU TEYEHUSI JTAHHOTO 3a00JIeBaHUS SIBJISTFOTCS
ObIcTpOe pa3BuTHUe TsKesoi JerouHoit Al' 6e3 ADC (TDJIA He
MOATBEPKAE€HA, HO MCCAENOBaHUI aHTUTEN K KapAUOJUIUHY,
[B2-TTMKONPOTEUHY, BOTYAHOUHOTO aHTUKOATYJISIHTA HE TTPOBO-
IIAJIOCH), HEIECTPYKTUBHBIN, JUTMTEbHBINA CYCTABHOM CUHIPOM,
MMO3UTUBHOCTh 10 aHTUTeNaM K RNP, moBbIllieHNEe ypOBHS
K®K. IMTo-BuammMomMy, MOXHO ObLIO OBl 00CYXIaTh CMEIIIaHHOE
3a0071€BaHKE COCAMHUTEIbHON TKAaHU WIM TIEPEKPECTHBIN CUH-
IIPOM, HO, K COXaJICHWIO, MallMeHTKa Oblja HEeI0CTaTOYHO 00-
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cjeoBaHa U He 00J1aiana HeoOXOAUMOM TS TAKMX TSKENbIX 3a-
00JIeBaHU 1 KOMITJIAEHTHOCTBIO.

CKB npencrapiieHa IUPOKUM CrieKTpoM mposiBieHuit [1J1.
OnHU TOBPEXIeHUS MOTYT UMETh TIEPBUYHYIO, IPYyTUEe — BTO-
puunyio stuonoruio. H.M. Haupt 1 coaBr. [6] Ha ayToricuiiHOM
marepuaie 120 6oabHbIx CKB B 18% cityuaeB ooHapy»xkuu IJ1,
cpeay KOTOPBIX BCTPEYATMCh MapeHXWMAaTO3Hble HapylIeHUs,
JIIOMYC-BaCKYJIUT, UHTEPCTULIMATbHbBIN MTHEBMOHUT. B KuHuue-
CKOI MPaKTUKE Yallle MPeBaTMPYIOT MJIEBPUTHI U OPOHXOJIETOY-
Hble MHGEKIMN [7]. OTHOCUTETBPHO PEIKUM SIBJISICTCST BOJIYA-
HOYHOE TTIOpaXKeHHe MapeHXMMATO3HOM TKaHU JIETKUX, COCY/IOB,
nuradparmbl 1 6poHxoB. [TapeHXMMAaTO3HOE TTOpaXKeHUE JETKUX
BKJTIOYAET XPOHUYECKYI0 MHTEPCTULMAIBbHYIO 0OJIE3Hb JIETKUX,
AKTUBHBIN JIIOMYC-TTHEBMOHUT U 11 dY3HbIE aTbBEOJISIPHBIC Te-
Mopparuu. AKTUBHBI JIIOMYC-TTHEBMOHUT — PEIKOE U TIXKEI0e
ocnoxHenne CKB, yactoTta kotoporo cocrasisier 0—8%, a se-
TaJIbHOCTh Y TAaKUX OOJIbHBIX TIpeBbilIaeT 50%. B kinHuueckoit
KapTHUHE MPUCYTCTBYIOT JMXOPaaKa, OAbIIIKA, Kallelb, 00Jb B
TPYAHOI KJIeTKe, a TaKxXe MpU3Haku runokceMuu. Ha peHtre-
Horpamme B 50% cirydasix BBIABISTIOTCS TG dY3HbIE TByCTOPOH-
HUE aJIbBEOJISIPHbIE MHMUIBTPALUU B HUXKHUX TOJISIX JIETKUX U
IBYCTOPOHHMI TUIeBpUT. OUYEeBUIHO, UYTO W KIMHUYECKUE, U
PEHTTeHOJIOTUYEeCKNEe M3MEHEeHUsT HecTieMbUIHbl U CO3MAI0T
JMMArHOCTUYECKUE TPYAHOCTU Mpu nuddepeHnanbHol auar-
HocTHKe [6, 7].

Pa3BuTue cuHIpoMa JIErOYHON rUIepTeH3un HaboaaeTcs
y 5—14% 6onbbix CKB B Bu/e TepBUYHON (MIMOTIATUYECKON )
wnu Bropuunoit JIAT [8, 9]. Emte B 1993 1. 66Ut 01yOTMKOBaHBI
ciydan pa3Butust y 6oabHbIx CKB obnutepupyoiiero 6poHxu-
0JINTA — COCTOSIHUSI, XapaKTePU3YIOILErocsi BOCIAIUTENbHbBIMU
1 GUOPO3HBIMUA U3MEHEHUSIMU B OPOHXMOJIAX U aJIbBEOJISIPHBIX
MPOTOKAX, MPUBOIASIIMMU K BOSHUKHOBEHUIO o0cTpyKLuu [10].
Onucanbl KT-nipu3Haku nmopaxeHust JJerkKux y TaKUX OOJbHbBIX:

HABNHWAEHUA

MO3auYHOE YepeloBaHUE YYaCTKOB C PEAYLIMPOBAHHBIM KPOBO-
TOKOM M BO3IYIITHBIMU JIOBYIIIKAMU, TTOSIBJICHUE YIaCTKOB YTOJ-
LIEHUSI CTEHKU OpPOHXOB, OPOHXOKTa30B, OPOHXUOJOIKTA30B
[11], yro HanmomuHaet KT-kapTuHy y Hallleit MalueHTKA: MHO-
JKE€CTBEHHBIE MeJIKHEe OYJIJIbI BO BCEX OTIENax JETKUX.

XOoTs1 OMOTICHS JIETKUX SIBJISIETCSI OCHOBHBIM METOIOM T1aTO-
TeHETUYECKON JAUArHOCTUKU, CrielrbUYECKre YepThl OCTPOTO
monyc-nmHeBMoHuTa (OJIIT) y 6onbHBIX CKB 10 cux nop He orn-
pelesieHbl: OMUCHIBAIOTCS HEKPo3, HeUTpobuibHasT WHOWIBT-
paumsi, OTeK aJabBeoJ, THAJIMHOBBIC MEMOpAaHbI, aJTbBEOJISIPHBIC
reMopparvu, OTJIOXXeHUe UMMYHOTJIO0YJTMHOB M KOMILJIEMEHTA.

B psae nccaenoBaHuii MpoaeMOHCTPUPOBAHO MOBBIILIEHUE
YPOBHSI CBIBOPOTOUYHBIX aHTUTEN K Ro/SS-A y maiueHToB ¢
OJIIT [4, 5, 12, 13]. Aututena X Ro/SS-A-reHaM cyliecTByIOT
KaK elMHCTBEHHAas! KOMUs Ha KOPOTKOM Tuiede 19-if xpoMoco-
MBI, 1 aHTUTeN1a K Ro/SS-A BBISIBIAIOTCS Y GOJBHBIX C CUHIPO-
moMm Ilérpena m CKB. B wuccnegoBanum D.W. Boulware u
M.T. Hedgpeth Gbl1a mpoAEeMOHCTPUPOBAHA aCCOLMALIVST MEXTY
HammuueM antutes K Ro/SS-A u OJIIT. Y 63 mammentoB ¢ CKB 1
JTIOTTYC-TTHEBMOHMUTOM YacToTa BBISIBJICHUsST aHTUTeNl K Ro/SS-A
cocraBuiia 81%, 4To OBLIO TOCTOBEPHO BBIIIE, YeM B KOHTPOJIb-
Hoii rpymiie — 38% [14]. B apyromM mcciienoBaHMM aBTOPBI TaK-
K€ TIPOAEMOHCTPUPOBAI TOCTOBEPHO 00JIee YacToe OOHapyXe-
Hue aHTutesn K Ro/SS-A y 6onpHeix CKB 1 OJIIT no cpaBHe-
HMio ¢ rpymoi 6ompHBIX CKB 6e3 OJIIT (82 1 43% cooTBeTCT-
BeHHO; p<0,05) [15].

B 3zaxkiouenue ormetum, uto auarHo3 CKB no cux mmop oc-
TaeTcsl CJIOXHOM 3amadeii. st ee pereHust TpebyeTcss ocoboe
BHMMaHNWE K aHaMHe3y IallMeHTa, KJIMHUKO-JIa00paTOPHBIM
MoKa3aTessiM, B COMHUTEIbHBIX CIydasiX — MPOBEACHUE CIIELIM-
(bryeckMX MMMYHOJIOTMYECKUX MCCAEAOBAaHUN M, KOHEYHO,
«pEeBMATOJIOTMYECKast» HACTOPOXKEHHOCTh, OCOOEHHO MO OTHO-
MIEHUIO K XEHIITMHAM MOJIOIOTO BO3pacTa.
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HccnenoBaHve He UMEJIO CIIOHCOPCKOM TTOANEPKKU. ABTOPBI HECYT TTOJIHYIO OTBETCTBEHHOCThD 32 MPENOCTABIIEHNE OKOHYATEb-
HOIi BepCUM PYKOIKCH B Ievath. Bce aBTOpBI MpUHUMAK yyacTre B pa3pabOoTKe KOHIETIMY CTaTbu U HanmucaHuu pykomnucu. OKoH-

yaTeJibHasl BEpCcUsl pyKOMucH Oblia 0100peHa BceMU aBTOPaMU.
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