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PE3IOME

CucTemMHQas KPACHAs BOAYAHKA (CKB) — OAHO 13 CaMbIX CAOXKHbIX PEBMATOAOTMHECKMX 3ABOAEBAHMK, MPHUTEKAIOLLIEE C PAHOOBPA3HBIMM KAMHMHECKMMM
cbOpPMaMu U MPOSBAEHUAMM. AeBIOTbI M BAOPUAHTbI TedyeHns CKB MOryT CyLLIECTBEHHO PA3AM4ATLCS, MOITOMY €€ HA3bIBAIOT (BOAE3HBIO-XAMEAEOHOM) AU
((BEAMKMM MMMTATOPOM BoAesHek). B 2019 roay rpynnow akcnepTos EBPONeHCKON QHTUMPEBMATUYECKOM AU M AMEPUKAHCKOM KOAETMM PEBMATOAOTOB
Pa3pPAabOTAHbI MOCAEAHME KPHUTEPMM AMATHOCTMKM CUCTEMHOM KPACHOM BOAYAHKM. OBA3ATEAbHBIM YCAOBUEM AAS YCTAHOBAEHMS AMArHO3Q ABASETCS
MO3NUTUBHOCTb MO AHTUHYKAEQPTHOMY CDAKTOPY B COYETAHMM C CEMbIO KAMHMYECKMMM KpuTepuamm CKB (KOHCTUTYLIMOHAAbHbIE, [EMATOAOTMYECKHME,
HENPOMNCHUXMATPUYECKME, KOXKHO-CAMMCTbIE, MOAUCEPO3MTbI, MOYEYHBIE) U TPEMS MMMYHOAOTMYECKMMM MPM3HAKAMM (QHTUGDOCCODOAUMMAHBIE QHTUTEAQ,
YPOBHM KOMMAEMEHTA 1 ero copakLimi, CKB-crnieLmapmieckme ayTOaHTMTEAQ). B CTATbE MPMBOAMTCS OMUCAHME CAYHAs CUCTEMHOM KPACHOM BOAYGHKM,
AMQrHOCTUPOBAHHOM Y MALMEHTKM, MOCTYMMBLUEN C CTALMOHAP C HAMPABUTEABHbIM AMATHO30M (AMXOPAAKQ HEACHOIO reHe3a). AMArHo3 CUCTEMHOM
KpPQCHOM BOAYQHKM YCTAHOBAEH HQ OCHOBAHMM BOCbMM KAMHUYECKMX KDUTEPUEB M ABYX MMMYHOAOTMHECKMX AMATHOCTMHECKMX KDUTEPUEB.

KAIOYEBBIE CAOBA: ALXOPQOAKQ, Chiflb HA KOXe, BOAM B CyCTABAX, MHEBMOHMS, CUCTEMHAS KPACHAS BOAYAHKA.
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SUMMARY

Systemic lupus erythematosus (SLE) is one of the most complex rheumatological diseases, occurring with a variety of clinical forms and manifestations.
The debuts and variants of the course of SLE can vary significantly, so it is called ‘chameleon disease’ or ‘the great imitator of diseases’. In 2019,
a group of experts from the European Anti-Rheumatic League and the American College of Rheumatology developed the Iatest criteria for
the diagnosis of systemic lupus erythematosus. A prerequisite for the diagnosis is a positive antinuclear factor in combination with the seven
clinical criteria for SLE (constitutional, hematological, neuropsychiatric, skin-mucosal, polyserositis, renal) and the three immunological signs
(antiphospholipid antibodies, levels of complement and its fractions, SLE-specific autoantibodies) The article describes a case of systemic lupus
erythematosus, diagnosed in a patient who was admitted to the hospital with a directional diagnosis of ‘fever of unknown origin’. The diagnosis

of systemic lupus erythematosus was established on the basis of seven clinical criteria and two immunological diagnostic criteria.
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CI/ICTCMHaH kpacHas Boryanka (CKB) — onHo n3 Haubonee
TSDKEITBIX ay TOMMMYHHBIX 3200JIeBaHHi, KOTOpoe B 8—15
pa3 Jarle BCTpeyaeTcsl y MOJIOBIX JKeHIIMH U B 10 pa3 yae
y XKEHIIUH, ueM y MyxuuH. Pacnpocrpanennocts CKB Ba-
psupyercs ot 25 10 250 cioydaes Ha 100 ThICSU YenoBeK, Ipu
9TOM NIHMK Hayaja 3a00JIeBaHNUsI IPUXOANTCS Ha BTOPOE-TPEThE
JecATHIIETHE KU3HU. XapakTepHoi ocobeHnHocThio CKB
SIBJISIETCSI MHOTOOOpa3ye KIIMHIMYECKHX MPOSIBJICHUI U TIOJIN-
OpraHHoOCTh nopakeHust. Jle6roTel u BapuanTsl Tedenust CKB
MOTYT CYIIECTBEHHO Pa3INyYaThCs, IOATOMY €€ Ha3bIBalOT
«00JIE3HBIO-XaMEICOHOMY HJIH «BEJIMKHM UMUTATOPOM 00-
ne3nei» [1, 2, 3].

B 2019 rony rpymnmoii a3xkcnieproB EBponeiickoi anTupeBMa-
THUYECKOH JINTH U AMEPHKAaHCKON KOJUIETHH PEBMATOJIOTOB pas-
paboransl nocneanue kpurepun quarsoctikn CKB (EULAR/
ACR2019). Obs13arenbHBIM YCIOBUEM AJISl yCTAHOBJICHUS
JIMarHo3a SIBJISIETCS TO3UTUBHOCTD 110 aHTUHYKIJIEAPTHOMY
takxropy (AH®D) B coueTaHny C ceMbIO KIMHUYECKUMH KpPH-
tepusmMu CKB (koHCTHTYyHHOHAIBHEIE, FEMaTOJIOTHYECKHE,

HeHpONCUXUaTpuyeCcKue, KOXKHO-CIU3UCThIE, IOIHCEPO3UTSHI,
MOYEYHBIC) U TPEMsI IMMYHOJIOTHYECKUMHU IIPU3HAKaMH (aH-
TH(hOCOINIIIHBIE AaHTUTENA, YPOBHU KOMIUIEMEHTA U €T0
¢pakunii, CKB-crenupuueckue ayroanturena) (4, 5, 6].
Bce npusnaku, kpome AH®, nMeroT BecoBy10 3HAUMMOCTD
B Oayutax (ma6bn. 1). [Jnarnoz CKB craBuTCS IpH HaIMYNH
AH® u 10 u Gosnee 6an10B KIMHUYECKUX 1 HMMYHOJIOTHYE-
CKHUX IIPOSIBIICHUIL.

B teuennn CKB pazzpenstor Tpu BapuaHTa, KOTOpble ObLTH
pazpaborans! emie B. A. Haconosoit B 1972 rogy u akTyasbHbI
Jlo cux nop [7].

Pasnmuuaror octpoe, NogocTpoe U XPOHUUECKOE TeUEHHE
3aboseBanus. {1 0CTPOro XapakTepHO OBICTPOE Pa3BUTHE
CHUMIITOMOB, pe3KOe HayaJio 3a00JIeBaHus (TTallMEeHThl MOTYT
yKazarh JaTy Hadajia 0one3Hn), yepes 3—6 MecsileB pacKpbIBa-
eTcsl MOJIMCHHAPOMHAs KapTHHa 3a00J1eBaHus C TOPAKEHHEM
JKU3HEHHO BaXKHBIX OpraHoB. be3 cBOeBpeMEHHO Ha4aToro
Y aKTUBHOTO JICYCHHUS TPOTHO3 UCXOAa HEOIaronpHusITHbIH.
IMonoctpoe TeueHne — pa3BUTUE MOTUCUHAPOMHOCTH B TeUe-
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Tabamua 1
AumarHoctnyeckue kputepun CKB EULAR/ACR2019

Becosas
3HA4YUMOCTb
B 6aaAax

KAMHMYECKME AOMEHBI U KpUTEPUM

KoHcTHTyuMOHaAbHbIE
Anxopaaka 2 38 °C 2

FemaToAornyeckue

* AEMKOMNEeHUs
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Heiponcuxnyeckne HapyLieHns
* ASAMPUI
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KoxHo-cAu3ucTbIE
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* A3Bbl B DOTOBOM MOAOCTH

* MOAOCTPAA KOXHAS BOAYAHKA
¢ AMCKOMAHAA KOXHAS BOAYAHKA
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APTPUTBI AV CHHOBMTbI, XOPOKTEPU3YIOLLIMICA
MPUMYXAOCTBIO = 2 CYCTABOB B COMETAHMM C YTPEHHEN 6
CKOBAHHOCTBIO 2 30 MMHYT

Cepo3unTbl
* TAEBPUT
* MEePUKapPAUT
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loyeyHble NpoABAEHHUS

* npoTenHypms BoiLe 0,5 r/cyT
o Atonyc-HedopuT Ha Broncum — kaace Il uam vV 8
o Atonyc-HedopuT Ha Broncum — kaacc il uam IV 10

WMMyHOAOTH4ECKME AOMEHBI U KPUTEPUM

N

AHTHTEAA K chochoAunmaam
AHTUTEAT K KOPAVOAMMUHY AWM QHTUTEAT K B2-
TAMKOMPOTENAY MAM BOAYCIHOYHBIA QHTUKOQTYASHT 2

KomMnoHeHT KoMnAeMeHTa

Huskui yposeHb C3 nan C4

Hwu3skui yposeHb C3 + C4
Bbicokocneunguyeckme aHTMTeAd
AHTUTEAQ K ABYXCIMPAAbHOM AHK
AHTUTEAT K SMith-aHTUreHam (aSm)

B w

HUe 2-3 JIeT, HepeAKO UCIIO/IBOJIb Pa3BUBACTCS XpOHUYECKAst
MoYevHasi HeI0CTaTOYHOCTh. J{JI1 XpOHUUYECKOro TeUeHUs
XapaKTepHa JJIuTelbHasi MOHOCUMIITOMHOCTb, MallueHThI
JUTUTEITEHO HAOFONAIOTCS IPYTHMU CICIUATHCTaMH, TCUCHHIE
00Ie3HN BOTHOOOPA3HOE C CAMOIIPOU3BOIBHBIMU PEMUCCUSIMU
1 000CTPEHUSIMH, 3a00JICBAHIE MOXKET OBITH BIICPBBIC BBISBIIC-
HO TP MPOQHITAKTHYECKUX ocMoTpax [8]. IlomucuuapomMHas
KapTHHa pa3BuBaeTcs Ha 5—10-M roxy Gosne3HH.

Haubonee mmmpoko UCIOIb3yeMBIM TOKa3aTeIeM aKTHB-
Hoctu CKB sBnsiercs unnekc SELENA-SLEDAI xoTtopstrit
OIpenessieTcsi B COOTBETCTBUU C BBIPAXKEHHOCTHIO KIIUHU-
YECKUX CUMIITOMOB U YPOBHEM J1a00OpaTOPHBIX MOKA3aTeIICH.
VunteiBatorcs npusHaku CKB y nmanuenTa B Teuenue 10
MpeIIeCTBYIONINX OCMOTPY JHEH mo 24 napamerpam (16
KJIMHIYECKAM ¥ BOCBMH JTa0OPaTOPHBIM) ¢ OaJUThHON OIICHKOM
kaxzaoro (1-8) [9]. SELENA-SLEDAI: 1-5 GamoB oreHu-
BaeTcs Kak Hu3kas aktuBHOocTh CKB, 6—10 6amioB — cpen-
Hss1, 11-19 6annoB — Beicokas, 20 u 6ojiee — OUeHb BHICOKAs
aktuBHOCTH [10, 11].

Hwxe MBI IPUBOAMM KITMHUYECKOE HAOIOCHUE OOBHOM,
noctynusiiei B I'Kb Ne 13 /I3 MockBbI ¢ AUarHO30M «JIUXO-
pajika HesICHOTO T'eHe3a, MPaBOCTOPOHHSSI THEBMOHUSY, 3aMe-
HEHHbIN BriocieacTBur Ha auarno3 « CKB octporo TeueHus».

31 nexabps 2020 rozxa B IpHEeMHOE OTAEICHNE TepareBTH-
yeckoro kopryca ['Kb Ne 13 Opuranoit ckopoit MeaniHCKoH
MIOMOIIY U3 TIOMUKIIMHUKY JJOCTaBJIeHa xkeHIuHa 29 ner. [Ipu
MOCTYIUICHUH y OOJIbHOM OBIIIH 5kaJi00BI Ha KaIllelb ¢ MOKpPO-
TO¥ CBETJIOTO IBETA, caboCTh, THepTepMuro 10 38,9 °C.
AnamHe3 coOpaH co cJI0B, MEAUIIMHCKHX JIOKYMEHTOB ¢ COO0M
He Obu10. Cunrtaet cebs 6oabHOM ¢ BecHbI 2020 roaa, korga
B 00JIaCTH YIIHBIX PAKOBUH, HOCA, JI0A MOSBHINCH KOPUY-
HeBble naTHA. C ceHTs10ps 2020 rona oTMeTHIIa TIOSIBICHUE
OTEUHOCTH Ha CTONAX U HWXHEU TPETHU TOJICHEH, K TeparneBTy
He oOpamanacs. O0cnenoBanach y epMaroyiora ¥ OHKOIora
C IpeABapUTEIbHBIM UArHO30M «0a3alnoMa KOXKH JIHIay.
[IpoBenena GHOTICHS KOXKH YIIHOM paKOBUHBI, PE3YJIbTATHI
HensBecTHHI. C HOSAOPS MPUCOSAMHUIIUCH CIab0CTh, O0IH
B MEJIKMX W KPYIHBIX CyCTaBaX BOCHAIUTEIHHOIO PUTMa
0e3 4eTKoH JIoKaau3anuu, 0e3 IpUuITyXaHus, O0JIH B MBIIII-
nax, cyogeopmibHas, mosxe GedpuiibHas TeMIeparypa
Tena, HOTIMBOCTh, MEJIKUE TeMOPPArndeCcKUe BhICHIIAHUS
Ha JIaJOHHBIX TOBEPXHOCTSAX.

B nonmknuHUKY BIiepBbIe 00paTHiachk B Havaje jAeKkadps
2020 roga. B maboparopHbIx aHanu3ax (co clIOB, HE TIPeIo-
CTaBJICHBI) PEBMATOJIOTNYECKHE TIPOOBI ObUIHM OTPHIIATENEHBIMH,
Ha pEHTTeHOTrpaMMe — IPaBOCTOPOHHSIS MHEBMOHMSL. B cooT-
BETCTBHH C peKoMeHIanusaMu oocnenosana Ha COVID-19:
anturena Kk SARS-Cov-2, mazok [P — orpunarensusie [12].
B Teuenue 10 queli npuHMMaia aHTHOAKTEpHAIbHBIE ITpeTa-
partbl 6e3 3¢ dekTa, B CBsI3U ¢ 4yeM rocrnuranusuposana B [’ Kb
Ne 13 A3M.

Anamnes ocuznu. Pocna u pazBuBanach B COOTBET-
cTBHH ¢ Bo3pactoM. [IpodeccronanbHble BpeJHOCTH OT-
punaert, paboraet B oduce. [lepenecennsle 3a001eBaHMs:
nerckue nHpexunn, c 2015 roga — xenezoneduurHas
aHEeMHMsI C MUHMMaJIbHBIM YPOBHEM TeMoriioouHa 95 /1.
I'unekonornueckuit anamues: mensis ¢ 12 net yepes
28 nHel mo 5 mHEH, perynspHbie 10 HOsOpst 2019 rona.
Bepemennocreii He ObuT0. B annaemMuonornyeckue odaru
MOCIEeAHNE M0T0/1a He BhIe3Kaa.

Ilpu ocmompe. Poct 173 cm, Bec 55 k1. KoxkHbIe TOKPOBBI
1 BUANMMBIE CIIM3HUCTHIE OeHble. JicKonIHbIe 00pa3oBaHus
C y4acTKoM arpoduu B IIeHTE Ha KoxKe Jinna (B OobIIei mepe
HOC, 7100), Ha IIeKax, YIIHBIX pakoBuHaxX (puc. 1). Boiocsr
TOHKHE, pElIKUE, 00JIOMaHHBIC BIOIb JTUHUH JI0a (puc. 2).
SIpkast sHaHTEMa CIM3UCTON PoTOBOM nonoctH (puc. 3). Spkue
JIaJIOHHbIE KaWIUIAPUTHI (puc. 4). I1acTo3HOCTH CTOII.

VBenuueHb! TOAMBILIEYHbIEC TUM(ATHIESCKHE Y3IIbl, IPU
najbnanuy 6e3donesHennble. CycTaBbl BU3yaJIbHO 03 H3-
MEHEHHH, IIPU TaCCUBHBIX JIBUXKECHUSX — JIErKast 00JIe3HEeH-
HOCTB KpYIHBIX CycTaBoB. [Ipu aycKyiabranuu: AbIXaHHUe
B JIETKHX JKECTKOE, IPOBOAUTCS BO BCE OTAEIBI, XPUIIOB HET.
Kpenurannu u mryma TpeHHUs TUIEBPHI HE BHICIYLIHBAETCS.
Y/ — 17 pa3 B MmuHyTy. TOHBI cepaLia NPUTITYIIEHbl, PUT-
muunble. [lymsl He BeicmymmuBatoTest. AJ] 120/80 mm prt. cT.
YCC 78 yu./muH. SI3bIK YUCTHIN, BIAXKHBINA. JKUBOT 0OBIYHOM
¢dopmel, ipyu maznbnanuyu 6e30one3HeHHbId. [lepucransriuka
KHILIEYHNKA BBICITYIIUBaeTCs. [ledeHb He BBICTYNAeT U3 Mo
Kpast peOepHOH JIyrH, cene3eHka He nansnupyercs. Oomactb
MOYEK BU3yallbHO HE U3MEHEHA, CUMIITOM MOKOJIaYMBaHUS
OTPHLATENILHBIA C 00EHX CTOPOH.
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PucyHoK 1. AMCKOMAHbIE OBPA3OBAHMS C YYOCTKOM  PUCYHOK 2. BOAOCHI TOHKME, peakne, PucyHOK 3. 9pKas SHAHTEMA CAM3UCTOM POTOBOM

QATPOOUM B LLEHTPE HA KOXE AMLJ.

Pezynomamer nabopamopruix obcredosanuil. Kaamaeckuit
aHaIM3 KPoBH: reMorioouH — 96,0 /i1, spurporutsr — 3,63 ¥
10'%/n1, nevikorutsl — 3,60 % 10%/71, TpomboITEl — 189,0 % 10%/71,
mamdonutet abe.— 0,30 x 10%1, moromuts ade.— 0,10 x 10%/1,
s03uHO(IITEL — 0,0 %.

Buoxummdeckuii aHau3 KpoBu: oomwii 6enok — 67,0 1/,
MOYEBHHA — 3,7 MMOJIB/JI, KpEAaTHHHUH — 38 MKMOJIB/JI, TIIFO-
ko032 — 3,0 MMOJIB/J1, OUITUPYOUH OOIIHil — 16,3 MKMOJIB/II,
ACT — 362 En/a, AJIT — 107 En/n, xanuii — 4,7 MMOJIB/J,
HaTpuit — 132 MMoub/1, xi0p — 97 MMoub/n, xenes3o — 8,4
MKMOJIb/J1, C-peakTUBHBIH O6e1oK — 3,2 Mr/1I.

Antutena xk BUY-1,-2 u auturen HIV1 p24, rena-
tut B (HBs-anturen), renarur C (antu-HCV), anTuTena
k Treponema pallidum, PMII ¢ kapIuOIUIIMHOBEIM aHTUTEHOM
He 0OHapy>KeHBI.

Kiuanueckuii ananm3 mouu: 6enok — 7,1 /i1, 6akrepuw,
SPUTPOLUTHI HE OOHAPYKEHBI, JIEHKOIUTHI — 18—20 B mosne
3peHusi, bakTepuu +.

Ha KT oprasoB rpyaHO# KIE€TKH JaHHBIX 33 OPraHUYECKUE
W3MEHEHHSI OPTaHOB I'PYIHOM KIJIETKH HE TOTyYEHO.

V3U opraHoB OpIOIIHO# MOJOCTH: TIeYeHb B pa3Mepax
HE yBEJIMUYEHA, CTPYKTypa KPYIHO3EpHUCTAs!, OQHOPOIHAS,
MapeHXKUMa MeYEeHU HOPMAJIBHOW 3XOT€HHOCTH, COCYAUCTBII
PHCYHOK IodepkHyT. [leueHouHBIE BEHBI — 3 MM B IaMeTpe,
BOpOTHAsi BeHa — 9 MM B uaMeTpe. JKemuHblil my3sIpb ¢ U3TU-
00B B 1I€iiKe, IPOCBET OIHOPOJICH, KAMHH HE OIPEEIISIFOTCS,
JKEeITYHBIE IPOTOKYU He paciuupensl. [Tomkenynounas sxxenesa:
KOHTYpPBI POBHBIE, YETKHE, TOJIIMHA: TOJIOBKU — 18 MM, Tena —
8 MM, xBocTa — 19 MM, napeHXxuMa HOPMAJIBHOM 3XOT€HHO-
CTH, CTPYKTypa OJHOpOJHAs, MeNKo3epHucTas. CenezeHka
He u3MeHeHa. [louku poBHbIe, ueTkue, mpasasi — 133 x 56 mwm,
JieBast — 128 x 62 MM, TOJIIMHA TAPEHXHUMBI C IBYX CTOPOH —
18 MM, noBbIIIEHHOM 3X0reHHocTU. KopTuko-menymispHas
mmddepeHIrpoBka coxpaneHa. YareqHo-noxaHo Has CHCTeMa
He pacumpeHa. MexXneTeNbHO B HIKHHX OT/eNax KHIICYHHKa —
MOJIOCKU JKUAKOCTH 10 3—4 MM, CKyqHOE KonudecTBo. Ilemin
KHUILIEYHNKA HE PACIINPEHBI, THEBMAaTU3UPOBaHbI, IEPUCTAIIETH-
pytot. B mpaBoii moaB3pontHoi 061acTi OpbhKeeYHbIi TuMpa-
TUUYeCKuil y3en 10 23 X § MM, TapaaopTalbHO MHOXKECTBEHHBIE
MEJKHEe TUM(ATAIecKue y3Ib1 10 11 X 4,5 x 3,7 x 2,3 x 4 mm.

Ha Oxo0-KTI': xnanans! HHTaKTHEL, peryprutanus I crenenu
Ha MUTPAJIBHOM M KJIallaHe JISTOYHOH apTepuy, 11 crenenu —
Ha TPUKyCNHJIaIbHOM KilanaHe. CUCTOINYECKOE JaBIECHUE
B JIETOYHOH aprepun 37 MM pT. cT. JIokanbHas COKPaTUMOCTb

OBAOMOHHbIE BAOAb AWHMK ADQ.

MOAOCTH.

PucyHok 4. Apkne AQAOHHBIE KAMMAAIPUTBI.

JICBOTO JKETyI09YKa He u3MeHeHa. Cenaparysi TUCTKOB ITepH-
Kapaa — 15 MM B 00JIacTH MIpaBOTO MpEACEPaUs U IPABOrO
JKEIymouKa.

OKT': HCC - 120 B muH, nonoxenne I0C — HOpMaTIbHOE.

HckImtoueHbI XUpypriyeckas, OHKOJIOTHYECKAs TATOIOTHS,
UH()EKIIMOHHBIC 3a00JICBaHMS, IPOIODKEHA CHMITOMATHICCKAS
Y aHTHOAKTepUaNIbHAS Tepanws (aMITUIMIUIAH + CYIILOaKTaM
3,0+ 1,5 r/cyT COOTBETCTBECHHO).

Uepes 2 aHS OTMEUEHO yXYALIEHHE COCTOSHUSA: HApOC-
JIa OTEYHOCTH CTOII, OOJIM B MEJIKUX U KPYITHBIX CyCTaBax,
MBIIIAX, OBLT 3301 GeOPIIIEHON TeMITepaTyphl, OTPHUIIA-
TeIbHas JUHAMUKA B Ja0OPAaTOPHBIX MOKA3aTEISIX: OO
6erok — 53,20 1/71, ansOymuH — 16,90 /1, OOy IHMHBL — 36,30
/i, MmoueBrHa — 11,80 MMONB/JT, KpeaTHHUH — 84 MKMOJIB/JI,
MoueBas kuciaora — 409 MKMOoJIb/JT, TIIoKo3a — 9,80 MMOJIB/JI,
OmnnpyouH o6mmit — 83,00 Mxmoutb/i, psimoit — 64,00
MKMOJIB/J, HetpssMoit — 19,00 mxmonb/n, ACT — 603 En/n,
AJIT — 106 En/n, ramma-rmytamunrpancgepasa — 555 Ex/n,
mienovnas pocdaraza — 472 En/n, KOK — 264 En/n, kammii —
5,30 MMoub/n, HATPHA — 123 MMOJIB/JT, XOJIECTESPUH OO —
7,55 mmonb/n, Tpurmunepuas — 4,64 mmons/i, Xc-JITIOHIT —
2,13 mmounb/n, C-peakTUBHBIN Oenok — 8,10 Mr/11., reMoro-
6un — 102 r/n, nefikonutsl — 8,60 x 10%/1, TpombonuTel — 105 X
10%/n, mumouuter abe.— 1,5 x 10/, MmoHouTh a6C.— 0,4 X
10%/1, s03unodusl — 0,1 %. Cyrounas nporeunypus — 1,34 1.
OO0pamaet Ha ceOst BHUMAHUE TUCITUITAICMUS C BEIPOKCHHON
runeprpununepuaeMuei u nossimenue CPb, uro BcTpeua-
eTcsl y KEHIIMH ¢ MeTa0OoIMUeCKUMH HapyieHusmu [ 13, 14].
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Ha OT'IC: cau3ucras numieBoja Ha BCEM MPOTSKEHUU
TIOKphITa KPyITMHKaMH OertecoBartoro 1eera. Bo Bcex ornenax
JKeJTy[Ka ONpPeNeIstoTCs OCTPhIE 3po3ur pazmepoM 10 0,4 cM.

OcmMmotpena pesmaronoroM. Ha ocHoBaHuM nopakeHus
KOXKHU M CIM3UCTBIX, aJIONELUH, CyCTaBHOIO CUHPOMA, Ie-
pukapauta, Heppura (HeppOTHIECKOTO CHHIpPOMa), remMa-
TOJIOTUYECKUX HapyLICHUH (aHEeMUsl, JIeHKO-, TUMQPOIICHHS)
3anono3pera CKB. AHTHOMOTHKY OTMEHEHBI, THHITUHPOBAHA
Tepanus [IOKOKOPTUKOMJAMU BHYTPUBEHHO KamnenbHo: Cory-
Menpon cymmapro 2500 mr, mpeqHU305I0H 6 Ta0./CyT, aH-
THKOAryJIAHTHI (Kiekcad 0,4 Mi/cyT), SHAJIANpWI 5 MI yTpom,
Ha3Ha4eHbl IMMYHOJIOTHYECKHE 1000CIIe0BaHUs.

Uepes 3 aus nocne HazHadeHus [ KC-tepanuu coctos-
HHUE OCTaBAJIOCH TSDKEIBIM 0€3 TOJIOKUTEILHON THHAMHKH,
K BBIIICYKa3aHHBIM kaj100am 100aBHIIMCh C1a00CTh B HOTAX,
OJIbIIIIKa. B momy4eHHBIX pe3ynbTarax IMMYHOJIOTHYECKOTO
00cie10BaHNs: BBISIBICHBI IIOJIOKUTEIIBHBIE aHTHSIEPHBIC
aHTHTENa, aHTHTeNa K nBycnupaisHoit JJHK 240 en/mur.

Takum 00pa3oM, y MaMEeHTKHU HMENUCh BOCEMb KIIMHIYEC-
kux kputepueB CKB: 1) cBexxue (0cTpble, aKTUBHBIE) TOpaXke-
HUS KOXKH; 2) XPOHUUECKHE KOXKHBIC N3MEHEHHST; 3) aJtonernus
(mnddy3HOE MCTOHUYEHUE U TOBBILICHHAs JIOMKOCTB); 4) CH-
HOBHT >2 CyCTaBOB, CKOBaHHOCTb puMepHo 30 MuH; 5) mne-
puKapauT; 6) nporeunypus > 0,5 r/cyT; 7) reMoauTHUECKas
a"emus; 8) neiikonenus < 4 Teic. nim auMdoneHus < 1 Teic.)
1 JIBa IMMYHOJIOTHUECKHX TUarHocTiudecknx kpurepus CKB
(noBbrmenHsIit yposerb AH® u yposens anturen k JJTHK
B /IBa pa3a BbIIIIe HOPMAJIbHBIX 3HAYCHHN).

C nuarHo3oM «cHCTEMHasl KpacHasi BOTYaHKa OCTPOTo
110 Hayaly TeUYEHUs: MOPAKEHUE KOXKU U CIU3ZUCTHIX, aJllo-
TIEIHs], apTPANITHsL, IEPUKAPANT, HePpUT (HeHpOoTHUECKUN
CHHIPOM), T€MaTOJOTHYECKHE HapyIIeHUs (aHeMUs, JICH-
KO-, TUM(oTIeHNsT), UMMyHosIornueckue Hapymenus aJ{lHK,
AH®+)» GonpHas ObLIa IEpeBeicHa B OTACICHUE PEBMATO-
sorun I'Kb Ne 15 13 MockBbI.

ITpu noctynnenuu B I'Kb Ne 15 cocrosnue Tsxkenoe,
CO3HaHUE 3aTOPMOXKEHHOE. 1[BeT KOKHBIX IOKPOBOB XKeEJI-
TYUIHBIN; OTEKU HUKHUX KOHEUYHOCTEH, MAaCTO3HOCTh TYy-
JIOBUINA, JTUCKOUAHBIE OYaru Ha JIUIE, BOJTOCUCTON 4acTu
TOJIOBBI, YIITHBIX PAaKOBHUHAX, CIMHUYHbIEC JUKOUIHBIEC O4aru
Ha HW)KHUX KOHEYHOCTSIX, TYJIOBHIIE, S3BbI HA CIM3UCTON
pOTOBOI1 MOJIOCTH, UCTEPUUHOCTH ckiep. Y/ 24 pasa
B MHH; PUTM JIIXaHHS peryJsIpHBIN. [Ipixanne ocnabieHHoe
Ooublle crieBa B HUKHUX OT/ENIaX, XpUIoB HeT, SPO, 95 %.
Aprepuansnoe nasnenue 110/70 mm pr. ct., YCC 90 B muH.,
mysbe 60 ya./MUH; pUTM CepAlla PUTMUYHBIA, TOHBI SICHBIC.
Pa3mep xuBOTa HE yBennueH; popmMa pacrulacTaHHas; IpU
NajbIIalliy MTKHI; 6€300JI€3HEHHBIH, TIeYeHb BHICTYIIAeT
M3-TI0JI Kpast pedepHoi 1yTH Ha 5 cM, G6e300i1e3HeHHas, YTo
ceJle3eHKH HUXe Kpasi peOepHOM TyrH, IUIOTHEIH, 6e300-
sie3HeHHBIH. CUMIITOM ITOKOJIAYMBaHUs: OTPHUIATEeIbHBIN
C IBYX CTOpOH.

Pesynbrarsl 1ab0paTopHBIX 00CIIEI0BAHNIHA: B KPOBH aHEMHS
(remoro6un 98 r/i), OwupyOuH o6mwit — 156,3 MKMOJIB/1,
OwnpyOuH mpsimoit — 61,3 mxmons/n, K+ — 3,2 mmons/n, Na* —
131 mMomns/n, AJIT —129,0 E[l/n, ACT — 639,4 EJI/n, KOK —
368 EJI/n, lllenounas dpocdaraza —490,0 EJ1/n, miroko3a —
7,5 MMonb/n, kpeaTnHUH — 145,1 MKkMounb/n. C-peakTHBHBIH

6enok — 8,51 mr/n. Koarynorpamma: AYTB — 26,5 c,
nporpomOuHoBoe Bpems — 13,3 ¢, ¢pubpunoren — 1,0 r/i,
d-numep — 5804,0 ar/mun. CyTouHasi IpOTEUHYPUS —
1,46 r/cyt. UMMyHOIOTHYECKHH aHAJIN3: UCCIIEIOBAHUE aH-
turen k ds IHK (IgG) — eime 240 ME/mit (Hopma meree 20).
Anrtunykineapusii gakrop — 1:5120 (amke 1:160) turp, kpymn-
HOTpaHyJSIpHBINA THIT cBeueHust. PeBMaronHbIi daxrop — 12,1
ME/mn. Anturena x kapauonununy 1gG — 9,53 en/mn (Hopma
mo 12). IgM — 4,10 eq/mn (menee 12) IgA En/mi (meree 2).
Anturena k B2-rmukonporenny 1gG — 40,88 oTH. ex./mn
(mopma menee 20). YpoBerb C3-KOMIIOHEHTA KOMIUIEMEHTA —
0,34 r/n (Hopma 0,83—-1,93). AMA-M2 orpunar. (N orpuunar.),
SSA/Ro-52 orpunar., Jo 1 + (N orpunar.), aSm +, RNP/Sm ++
(N orpunar.) SS — A ++ (N orpunar.) SS — B orpuunar., PM —
Scl orpurar., PCNA orpuuar., CENT — B orpuuar., dsDNA +
Histones + Nucleosomes ++. Antutena k Tpomboruram IgG
menee 1:10 (Hopma mo 1:10).

AHK Cytomegalovirus — He 0OOHapyXeHO.
Baxrepuonoruueckuii ananus Mouu: Beaenena Klebsiella
Spp. pneumoniae.

KT opranoB OpromIHO# MOIOCTH U MajIoro Ta3a ¢ KOH-
TpacTupoBanueM: aciuT. KT-kapTrHa yBennueHns TOIOBKU
TTO/KEITYJOYHOM KeJle3bl ¢ HAIMYHEM HEOAHOPOIHOCTH ee
CTPYKTYpHI (cienyer auddepeHIupoBaTh MEX/1y THIIEPTPO-
¢ueii 1 00beMHBIM 00pazoBanuem). Komrpumuposanue 6a-
3aJIbHBIX OTJIEJIOB JIEBOTO JIETKOTO C BEPOSITHBIM Pa3BUTHEM
Ha 3ToM ()OHE BOCTIAINTEIbHON HH(OWIBTpALIUH.

V3U opraHoB OPIONIHOM ITOJIOCTH U Majoro Tasza. [IpaBas
noyka: pamepsl 12,0 x 6,3cM; TONIIMHA TAPEHXUMBI — 2,1 cM;
KOPTHKO-MeyJuIsipHas 1udQepeHInpoBKa COXpaHeHa, BbIpa-
JKEHHOCTbh NTUPAMU; KOHTYP POBHBIH, YETKHIL; TOJIOKEHNE
TUINYHOE; TIOJIBIPKHOCTH COXPAaHEHA; YallleYHO-TIOXaHOYHAs
CHCTEMa He pacIiipeHa; 5XOT€HHOCTb TapEHXMMBI MOBBIIICHA;
o0beMHBIE 00pa30BaHKs HE BBISIBICHBI; KOHKpeMeHTHI He BU-
3yalM3upPyIOTCs. BOKpYT MOYKH JIOMUPYETCsl aHIXOT'€HHBIN
06010k TonmuHOM 10 0,2—0,4 cM, HaJl BEpXHHUM ITOJTFOCOM
TMOYKH 30Ha cKorieHus xuaxoctu 1,0 x 0,6 cm. Jleras nmou-
Ka: pasmepsl 12,0 x 5,5 cM; TonumHa napeHxumsl 2,1 cm;
KOPTHKO-MeAyJUIsipHas nupdepeHInpoBKa COXpaHEeHa, BbI-
paXXEHHOCTb MUPaMUJT; KOHTYP POBHBIH, YETKHIA; TIOJIOKEHUE
TUINYHOE; TIOJIBIPKHOCTH COXPaHEHA; YallleYHO-TIOXaHOYHAs
cUCTEMa He PaCIINpeHa; S5XOTeHHOCTh ITapEHXUMBI CPEIHSS;
00beMHbIe 00pa30BaHMs HE BBISIBIICHBI; KOHKPEMEHTHI HE BU-
3yanmsupyroTcs. Bokpyr nouku ¢pparmMeHTapHO aHIXOTeHHBIN
00010k 710 0,3 cMm.

O06nacTh HAAIMOYEYHUKOB HE U3MEHEHA. Y 3-IIpU3HAKH
T dy3HBIX I3MEHEHUH HECKOJIBKO YTOJIIIEHHOM ITapeHXUMBI
o0eunx nmovex, napapeHaJbHOro JIByCTOPOHHETO CKOTUICHUS
JKUAKOCTH B HE3HAYMTEIBHOH KOJIMYECTBE, 30HBI JKMAKOCTHOTO
CKOIUICHUS HaJ| PaBOi MOYKOM.

[MpuzHaku remarocruieHoMeranuy, acuura. nddysnsie uz-
MEHEHUSI TIEYEHH U TTOKEITYJOYHOHN XKeJle3bl. YIIBTPa3ByKOBOE
HCCIIeIOBaHNE MAaTKU M IPUAATKOB TPaHCBAarMHAJIbHOE!
9XO-IIPU3HAKK HAJIMYHsI CBOOOJHOM )KUAKOCTH B MaJIOM Taszy.

KT opraHoB rpynoii KI1eTKH: AByCTOPOHHUI THAPOTOpPAKC,
Ha ()OHE KOTOPOTO ONpPEAEIISeTCs KOMIIPECCHOHHBIN aTeNieKTas3
S 9,10 HuxKHEH A0 MPaBOrO U JEBOTO JIEFKOTO. Y4acTKU
nHeBModuopo3a B S4,5 nmpaBoro Jierkoro, S 6 JE€BOTO JIETKOTO.
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AmnrunonynsmoHorpagus. KT-npusnakoB TOJIA B riias-
HBIX, JIOJIEBBIX U CETMEHTAPHBIX BETBAX JIETOUHBIX apTepuil
He BbIsiBIeHO. KT-kapTuHa MHEBMOHMY B HUJKHEH J0JI€ JIEBOTO
serkoro. MenuacTuHalbHast 1 akCHIUIIpHAs TUMaieHoIIa-
THA. JKUAKOCTH B JIEBOM MIEBPaIbHON MOJIOCTH, B MOJIOCTH
nepuKapa.

Huarno3 CKB noarsepkieH. YUUThIBast BICOKYIO aKTHB-
HOCTb BosT4aHk, nopaxkenue [THC, ynopHslil monuceposur,
nopaxenue [{HC, cToiikyro NaHIUTONEHHIO, BBICOKYIO M-
MYHOJIOTHUYECKYH0 aKTUBHOCTb, HHULIMMPOBAHA IyJIbC-Tepa-
st [KC — cymmapno 4,0 1, BHyTph 10 Tabnerok metunpena
110 4 MI, BHyTPUBEHHOE BBEJCHHE NMMYyHOIII00yiHa 100
MJI, HuTOCTarnyeckas tepanust Liukiaodpocdanom (cymmapHo
1200 mr), anTHOaKTEeprUaIbHAas, TPOTUBOIPHOKOBAS TEPAITHS,
AQHTHUKOATYJIIHTHAsl U CUMIITOMAaTU4eCKas Tepanusl.

Ha ¢one mpoBoanMOro jie4yeHnst OTMEYAETCs CHIDKCHHE
71a00PaTOPHOIT aKTUBHOCTH BOCIAJICHHUS, PErpecc KOXKHBIX
BBICBITIAHHH, yIy4IIEeHHE 00IEro caMO4yBCTBUS, HCcUe3Ia
JI€30pUEHTALYs], BOCCTAHOBUINCH BHUMAHUE U MaMSTh.

Berinricana B yIOBIE€TBOPUTEIEHOM COCTOSIHUU MOJ TUHA-
MHYecKoe HallroIeHne peBMaTosora, Heposora, HeBpojora
C PEeKOMEHIAIMSAMH 110 AajbHeHeMy aMOyIaTopHOMY Jiede-
HUIO C JMAarHO30M: «CHCTE€MHas KpacHas BOJIYaHKa, OCTPOe
TedyeHue, akTUBHOCTh o4eHb Boicokasi (SELENA-SLEDAI — 41
6asur), mopakeHHe KOKU M CIM3UCTHIX (AMCKOUIHBIC OYarH,
ajionenus, KalnuuUIIPUTHL, SHAHTEMa TBEpJoro Heba), mopa-
JKEHHE CyCTaBOB (apTpalirMu), CEpPO3HBIX 000JI04€eK (TIepH-
KapJIMT, IUIEBPUT, aCLUT), IT0YeK (He(pUT C HEPPOTHIECKIM
CHH/IPOMOM), CUCTEMBI KpoBH (aHemust KymOc+, neiikornenus),
renaroCIIEHOMErantsl, KOHCTUTYLIMOHAIbHBIE HApyILIEHUsS
(moTeps Beca, IMXOpajKa), NOpaKeHUE HEPBHOW CHCTEMBI
(HapyIIeHHe YMCTBEHHOMW JIESTEILHOCTH C HApyIIEHHEM OpH-
SHTallUM, 3aTyMaHEHHOCTh CO3HAHMS, HApYIICHHE BOCTIPUATHS),
nmmyHostornueckue Hapyienus (AT k JJHK+ camxenne C3,
C4, AH®+, Sm+, RNP/Sm+, SS/A+, Rib. P-protein+, nucl.+,
Histones+).

Ocnoorcnenue: MEIUKaMEHTO3HBIN cuHApoM Miienko—
Kymmara. BHyTpnOoasHUYHAS TONTMCETMEHTapHAas THEB-
MOHUS B HUXKHEHN J0JIe 1eBoro jerkoro. ComyTcTByolee
3a00JIeBaHNE: TEIIaTUT HEYyTOYHEHHOTO TeHEe3a, BHICOKOH
CTeneHH akTUBHOCTH. CHHIPOM NEUEeHOYHO-KIETOUHOM He-
JocrarouHocTu. Cunapom nurtonusa. CHHAPOM KEATyXU.
JuchyHKIMS THYHUKOBY.
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