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Knunnyeckui cnyyai / Clinical case
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Pesiome

CuctemHas kpacHas BonyaHka (CKB) - cucteMHoe ayToMMMyHHOe 3aboneBaHne C MyNbTUCUCTEMHBIMM MPOSIBIEHUAMU U Bapu-
abenbHbIM XapakTepoM TeyeHus. B ctatbe npeancraBneHo HabnoaeHue 3a TedeHmem CKB Ha npoTskeHun 15 nety MyXXumHbl,
koTopomy CKB amarHocTMpoBanu B Bo3pacTe 37 neT noc/ie rogMYHOro Nep1oaa BbIpaXKeHHOro CyCTaBHOMO CMHAPOMA, YTO SIBUNOCh
OCHOBAHMEM MepBOHAYaNbHO MPEAMNONOXKUTb peBMATOUAHbIM apTpuT. CNycTs rof nocie MaHudecTauum CycTaBHOro CMHAPOMA
y 6onbHOro KnnHUYeckas kaptuHa CKB 6bina npencrasneHa KapauToM (MapoKCU3Mbl Y3M0BOM TaXMKapAMK), UMMYHONOTMYECKM-
Mu (LE-kneTku, aHTuTena Kk HatmBHoW JHK M aHTMKapaMOnMnuHy) 1 reMaTtonoryeckMMm HapyLleHnsIMu (@HeEMUS, NeKoneHus,
TPOMOBOLMTOMNEHUS), anoneLmen, BONYaHOUHbIM HEDPUTOM C HEDPOTUYECKUM CHHLPOMOM U aHTUHOCHONUNULHBIM CUHAPOMOM
(TPOoM603 noyeyHo BeHbl). Bo BpeMs nocnenHero 06cn1ef0BaHMs Npy BbIMOAHEHUM 3XOKAapAMOrpadnyeckoro nccnefoBaHus boiim
BbISIBIEHbI MPWM3HAKKM KNanaHHOM 6one3Hn cepaua: yTonlleHne CTBOPOK MUTPaAsIbHOrO M a0pTabHOMO KaamnaHoB, YTo, BO3MOXHO,
06ycnoBneHo cobCTBEHHO BOMYAHOYHbBIM MPOLECCOM M aHTUHOCHONMNMAHBIM CUHAPOMOM. 3a BeCb Nepuoz TeyeHme 3aboneBaHus
XapaKTepun3oBanoch YepesoBaHUEM NepuofoB 000CTPEHUS M PEMUCCMU aKTUBHOCTM BOMYAHOYHOMO npolecca (peunanBupyHo-
LLie-peMUTUPYIOLLMIA BapUaHT). BonbHOI BCce 3TO BpeMs HaXOAMACS Ha MOLAEPXKMBAIOLLEN MMMYHOCYNPECCMBHOM Tepanuu (MeTun-
NpeaHn30noH, uuknodocdaH). YposHu aktueHoct CKB, onpenensembie no nHaekcy SLEDAI-2K Ha MOMeHTbI rocnuTanusaunii
naumeHTa, OLLEHMBANIUCh KaK BbICOKMIA M OYEHb BbICOKMIA. ECn B nepBbie rofbl 3aboneBaHUs NopaxkeHne noyvek NposBaAsIoCh
HedppOTUYECKMM CMHAPOMOM, TO B MOCAEAHNE 5 NeT BONYAHOUYHbIM HeDPUT NpoTeKan C M30JIMPOBAHHbIM MOYEBLIM CMHAPOMOM. Bo
BpPEMS MOCNEAHEN roCnMTanM3aUmMm Npy NpoBeneHMU 3XOKapANorpadmuyYeckoro ccaenoBaHUs BbisIBNIEHbI NMPWU3HAKK KnanaHHoWM
6onesHM cepala C YTONLEHMEM CTBOPOK MWUTPAIbHOrO M aopTasbHOrO KianaHa C YMEPEHHOM MUTPaNibHOM HEA0CTaTOYHOCTbIO.
B cTatbe aHanu3upyeTcs cO6CTBEHHDBIM OMbIT A/IMTENBHOTO HabntoaeHns 3a 6onbHbIM CKB ¢ 06cykaeHMeM nuTepaTypHbIX AaHHbIX,
MOCBSILLEHHbIX KIMHUYECKMM MPOSIBNEHUAM 3a00/1eBaHus.

KntoueBble cnosa: MMOKapAMT, BONYAHOUHbIN HEDPUT, HEPPOTUHECKMIA CUHAPOM, AHTUHOCHONMNUAHBIA CUHAPOM, KNanaHHas
6one3Hb cepaLa, akTMBHOCTb
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Abstract

Systemic lupus erythematosus (SLE) is a systemic autoimmune disease with multisystem manifestations and a variable course.
The article presents an observation of the course of SLE for 15 years in a male who was diagnosed with SLE at the age
of 37 after a one-year period of severe joint syndrome, which was the reason to initially suggest “rheumatoid arthritis.” A year
after the manifestation of the joint syndrome in the patient, the clinical picture of SLE was presented by carditis (paroxysms
of nodal tachycardia), immunological (LE-cells, antibodies to native DNA and anticardiolipin), hematological abnormalities
(anemia, leukopenia, thrombocytopenia), alopecia, lupus nephritis with nephrotic syndrome and antiphospholipid syndrome
(renal vein thrombosis). During the last hospital admission, echocardiographic examination revealed signs of valvular heart
disease: thickening of the leaflets of the mitral and aortic valves, which may be due to the lupus process itself and antiphos-
pholipid syndrome. The patient was observed in the clinic for 15 years. During the entire period of the disease, the course was
characterized by alternating periods of flares and remissions of the activity of the lupus process (relapsing-remitting variant).
The patient was on supportive immunosuppressive therapy (methylprednisolone, cyclophosphamide) all this time. The levels
of SLE activity, determined by the SLEDAI-2K index at the time of the patient’s admissions, were assessed as high and very
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high ones. If in the early years of the disease kidney damage was manifested by nephrotic syndrome, then in the last 5 years
lupus nephritis has occurred with isolated urinary syndrome. During the last hospitalization, echocardiographic examination
revealed signs of valvular heart disease with leaflet thickening of the mitral and aortic valves with moderate mitral insuffi-
ciency. The article analyzes authors’ experience of long-term follow-up of SLE patients with a discussion of the literature data

on the clinical features of the disease.
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BBEOEHUE

CucreMHas kpacHas Bonyarka (CKB) npeacraensiet coboi
XPOHMYECKOEe MYNbTUCMCTEMHOE 3ab0NeBaHNe COefMHUTENb-
HOM TKaHW, 00yCNOBNEHHOE reTePOreHHbIM NMOMMUKIOHANbHbIM
aYTOQHTUTENbHBIM OTBETOM, XapakTepU3ytoLLeecs UMMYHOO-
NOCpPefoBaHHbIM MOPAXEHWEM PA3/IMYHbIX OPraHOB M pas-
HOOBpPa3HbIMK KNUMHUYECKUMU NposBReHnaMu [1-4]. Teue-
Hue CKB 3HauMTenbHO BapbupyeT U MOXKET BbITb XPOHMUYECKM
aKTUBHbIM, peLMAMBUPYIOLLE-PEMUTTUPYIOLLMM UK KIMHKUYE-
CKW HeakTuBHbIM (pemuccnd) [5-8]. Yenexun B neyeHnn CKB
B NOCNefHUe AecaTuneTns no3Boauan ynyylWmnTb BbiXKMBae-
MOCTb 60nbHbIX. ECiv B Havane u cepeanHe XX B. 5-netHss
BbKMBaeMocTb naumneHtos CKB coctasnsna okono 50%, To
B 1975-1990-e rr.,, bnaronaps BHeAPEHMIO HOBbIX METOA0B
[OMArHOCTUKM U NeYeHus, yaanocb NoAHATb YPOBEHb 5-neT-
HeW BbbkmMBaemMocTu o 95%, a 10-netHen - no 87% [9, 10].
B Hactosduiee Bpems ypoBHM 5- 10- 1 15-neTHeit BbikuBae-
MocTu naumeHtoB CKB coctaBnstoT npumepHo 86-98, 84-98
n 76-96% cootsetcTBeHHo [8,10-12].

TeM He MeHee, HECMOTPS HA AOCTUTHYTbIE YCMEXW B Be-
nenmn naumentos ¢ CKB 3a nocnenHue rogpl, npy 3T0M 3a-
60oneBaHUM COXPAHSETCS MOBbILEHHAS CMEPTHOCTb: PUCK
cmepTn naumenToB ¢ CKB B 2-5 pas Bblille, 4yeM B 06LLeit no-
nynaunu [10]. B cBa3u ¢ 3Tum ocoboe BHMMaHWe yaenget-
€S M3YYEHUI0 XapakTepa TeyeHus 3aboneBaHus, 0COBEHHO
B LONTOCPOYHOM NEPUOAE, YUUTbIBAS M3MEHEHMUS AaKTUBHOCTM
BOJIYAHOYHOrO MpoLecca, NPoSBAEHUS U AMHAMUKY OPraHHOM
naTonoruu, a TakxKe BAUSHWE AIUTENbHOWM NaToreHeTUYeCcKom
Tepanuu u ee oCnoxHeHun. HabnoaeHne 3a 6onbHbIMM CKB
B TeYeHMe [ONroro Nepmosa BpeMEHM OCNOXKHAETCS MHOMM-
Mu dakTopamu. B 4acTHOCTH, HEKOTOpbIe NaLMeHTbI BbiNasLa-
0T 13 HabntoaeHUs (MEHSIOT MECTO XKMUTENbCTBA, OTKA3bIBAOT-
€S OT KOHCYNbTALLMM, MEHSIOT NleYalLmx Bpayel nuim neyebHole
yypexaeHus) u T. a. He Bo BCex KIMHMKAX COXpaHAeTcs npe-
€MCTBEHHOCTb BeAeHMS MALUMEHTOB CO CTOPOHbI Bpayen. Ham
NpeacTaBageTcs MUHTEPEeCHbIM AeMOHCTPaLMs 0CO6eHHOCTEN
TeueHuns CKB y 6onbHoro 3a nepuog 15 net.

KITUHUYECKUIA CITYYAN

MauneHT - Myx4ymHa 52 net, rocnuTanu3npoBaH B Hedpo-
noruyeckoe otaeneHue LleHTpanbHOM ropoaCKON KaMHMYe-
ckov 6onbHMubl (LITKB) N1 . JoHeuka 2.09.2024 r. XKanobbl
npv NOCTyNAeHUN Ha 0Byt cnabocTb, BbICTPYO yTOMAse-
MOCTb, OAbILLIKY MPpU yMepeHHON (Gu3nyeckon Harpyske (DH),

OTeKM roNeHel 1 CToM, BbIPAXXEHHYIO rONOBHYIO 60Mb, ANALLY-
t0CS MO HECKOJbKO YacoB, KOTOPYHD BOAbHOW CBSA3bIBAN C MO-
BbilweHnem Al no 190/120 MM pT. CT,, roNOBOKpYXeHue, 6onu
B MOSICHMYHOM 06NACTU, YacTble MOYEUCNYCKAHUS MaNnbiMu
nopumaMu (Ho4bko 4o 3 pas).

AHamHes 3abonesaHus. Cuntaet cebs 6onbHbIM C 37-neT-
Hero Bo3pacTa (c ceHTabpsa 2009 r.), Koraa NOSBMUAMCH Xa-
Nnobbl Ha NeprMoanYecKn BO3HMKAOLWME UHTEHCHMBHBIE 60K
B JIOKTEBbIX, NyYEBbIX, MEXMDANAHTOBbIX CyCTaBaX KUCTeW
M CTOM, KOTOPble COMPOBOXAANNCh MPUMYXaHUEM KOXM HaZ,
HWMU, MHOTAA C HE3HAYUTENbHbIM NMOKPACHEHUEM, HECUM-
MeTpUYHble, NeTy4ero xapakrepa, 6e3 4yyBcTBa CKOBAaHHOCTH
no ytpam. Takxe 6ecrnokomnm obwas cnabocTtb, NOBbILLEHNE
Temneparypbl A0 Cy6hebpUnbHbIX 3HaYEHU I, CHUXKEHME MaC-
Cbl Tena Ha 5 Kr 3a 2 mec. 6e3 BUAMMbIX MPUYMH, YCUNEHHOE
BbiNaZeHWe BONOC, NEPUOAUYECKU TAHYLWME BOU B MbIL-
LLax BO3/1e 3a4eMCTBOBAHHbIX CYCTaBOB, NEpUOAMYECKME CY-
[LOPOr¥ B MKPOHOXHbIX MbILILAX, MbllLax 6eaep v nanbles
pyk. B mapte 2010 r. KOHCYNbTMPOBAH peBMaToNOroM MH-
CTUTYTa HEOTNIOXHOM U BOCCTAHOBWUTENBHOM XUPYPrUK UM.
f[ycaka (MHBX) r. JoHeuka, 6bin 06cnenoBaH, BbICTaBaeH
AnarHo3 «PesmatouaHbi apTput (PA), cepoHeratuBHbIN Ba-
PWaHT, NONMAPTPUT (C MOPAXEHUEM NIOKTEBbIX, Iy4Y€EBbIX, CY-
CTaBOB KMCTEN W CTOM), MEANIEHHO MpOrpeccupyroLLiee Teye-
Hue, || cTeneHb akTMBHOCTH, PEHTIeHONOrMYeckas craams I»,
dyHKLMOHaNbHAsg CnocobHOCTb coxpaHeHa. HasHaveH meTo-
Tpekcat 15 Mr/Hen. Ha doHe npoBoAMMOro neyeHuns B Teye-
HMe Mecsla COCTOsiHWME HONbHOMO HE3HAYUTENBHO YNyYLIK-
N0Cb, HECKO/TbKO YMEHbBLUWMCS CYCTaBHOM CMHAPOM.

10.06.2010 r. owyTMn BHE3aMHO BO3HMKLLEE YYalLeHHOEe
cepaLebueHne, 0aplILLKY, HyBCTBO CTECHEHMS B TPYAHOWM KNeT-
Ke, M0 MOBOAY Yero 6bina Bbi3BaHa bpuraga ckopon menu-
LMHCKOM nomolun. Ha anekTpokapamorpamme 3apermcrpu-
poBaHa MapoKCcM3ManbHas y3nosas Taxukapausa (puc. 1).
MpucTyn KynupoBaH BHYTPMBEHHbIM BBeLeHueM ATD 2 M.
B panbHenwem Habnwpanucb NOBTOPHbIE CAyyau y3no-
BOW TaxukKapauu, No MoBOAY Yero Obln rocnMTanmM3nMpoBaH
B MMHBX nmMm. B.K. lycaka, roe BbinonHeHbl 31eKkTpodu3nono-
rMyeckoe MccnefoBaHue U Mo ee pesynbraTaM pagnMoyacToT-
Has abnaumsa MeaNeHHoro Nyt aTpMoBEHTPUKYNSApHOrO (AB)
CoefMHeHus.

5.10.2010 r. oTMeTVA TAHYLWME 60NN B MOSACHUYHOM 06-
Nnactv cnesa, 6e3 YeTKOM CBA3MN C ABMXKEHUAMM, HAKTOHAMM
TYNOBULLA MAM NOABEMOM TaxecTeil. KOHCynbTMpOBaH Hed-
pONOroM, ANng YyTOYHEHUS AMArHO3a peKoMeH0BaHO 06-
cnenoBaHue. B obueM aHanmse kposu: Ip - 3,87 x 10'%/n,
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PucyHok 1. nektpokapamorpamma 10.06.2010 r.
Figure 1.Electrocardiogram dated June 10,2010
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Yactota cepaeyHbix cokpaternii (YCC) 176 ya/MuH, anekTpuyeckas ocb — HOpManbHoe nono-
XeHue, yron a +30, napokcu3mManbHas y3n108as Taxukapans

Hb - 119 r/n, UM - 0,9, Tp - 132 x 10°%n, CO3 - 20 MM/,
N -3,5x10%%n,303. - 1%, nan. - 3%, cerm. - 61%, numd. -
11%, MOH. — 6%, aHM30UMUTO3 CMELUAHHbINA. B Bruoxmumuye-
CKOM aHanm3e KpoBu: obu,. 6enok — 63 r/n, KpeaTUHUH -
109 mkmons/n, CK® - 73 mn/mun (CKD-EPI), C-peakTuBHbIN
oenok - 14,58 mr/n, rnokosa - 4,3 MMOnb/N, xonecrte-
puH — 10,05 mMonb/n, GunnpybuH obuw,. — 10,5 Mkmonb/n
(npsimon 1,7; Henpsmon 8,8 mkmonb/n), AT - 0,35 En/n,
ACT - 0,54 En/n. O6HapyxeHbl LE-kneTku (++++), aHTuTe-
na x HatueHon [IHK 99,4 ME/mn (B Hopme 0-25). B obuwem
aHanmM3e Mo4yu: oTHoCuTeNbHas nnoTHocTb — 1012, 6enok -
2,4 1/n, 0CaloK BU3YyanbHO CKYAHbIN, NerkouuTbl — 00 % n/3p,
3PUTPOLUTLI — CMELLAHHbIe A0 Y4 N/3p, UMAMHAPLI TMANWHO-
Bbl€, BOCKOBWUIHbIE, 3€PHUCTbIE KNETOYHble — 2—-3 B n/3p. [pu
YNbTPa3BYKOBOM MCCIEA0BAHUM OPraHOB GPIOLLIHONM NOM0CTH
6e3 CyLLeCTBEHHbIX 0CODEHHOCTEN.

B cBa3u c xanobamu naumeHTa Ha 601M B MOSACHUYHOM
06/1aCcTU CneBa, He MMEKLWMUMIN YETKOM CBS3M C OBMKEHMS-
MU, U3MEHEHUSIMU B KIMHUYECKMX aHANM3aX KPOBM, MOYM,
obHapyxeHneM LE-kneTok, 6bl10 BbiCKa3aHO npeanono-
XeHWe O Hannunu y 60NbHOro NMOYeYHOW MATONOrMK U ANg
YTOYHEHMS AMArHO33a pPEKOMEHA0BAHO NpOBeAEHME MOp-
$honornyeckoro uccnefoBaHna noyek. bonbHoMy BbinonHe-
Ha YpeckoxHas Hedpobuoncms nesow noykm (28.10.2010 ).
3ak/YeHme: 04aroBas BblipaxkeHHas nponudepaums Mesax-
rManbHbIX KNETOK, BbipaXXeHHoe HabyxaHwue, runeptpodus
1 nponndepaumsa 3HA0TENMANbHBIX KNeToK, Anddy3Hoe He-
pPaBHOMEPHO BbIpaXXEHHOE YTO/LEeHWe roMepynsipHoOn ba-
3a/1bHOM MeMBPaHbl, HEKOTOPbIE KanuANSgpHbIe NETNN pe3Ko
YTONLLEHbI 1 pacluenneHbl 3a cyeT GMOPUHOMAHOIO HEKPO3a.
OuvaroBoe yTosleHme 1 paclienneHne 6asanbHo MeMbpaHbl
kancynbl boymeHa. B anutennn kaHanbLeB BblpaXKeHHble ANC-
TpodUyeckne N3MeHeHUs, NPeUMYLLECTBEHHO MO TUMY rManu-
HOBO-KanenbHon ancrpobun. Oyarosas atpodusa anutenus
KaHanbLeB C YTONLLEHMEM M 0YArOBbIM pacLLenieHnem Tyby-
napHon 6aszanbHon MembpaHbl. IMMyHOMOpdonornyeckoe
nccnepoBaHune — IgA: B knyboukax HepaBHOMEpPHbIE rpaHy-
NapHble Cy63HA0TeNManbHble, 04aroBble Cyb3anuTennanbHble
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M Me3aHTuabHble Aeno3uTbl A0 ++, 04Yarosble [emno3uTbl
B 6a3anbHOM MembpaHe Kancynbl boymeHa o ++, B cTpome
Mexay KaHanbLaMu 04aroBble Aeno3unTsl o +++; IgG: B Ky-
604kax HepaBHOMEpPHbIe FpaHyNspHble Cy63nuUTenuanbHble,
cyb3HL0TeNNaNbHbIE U ME3aHTMabHble Aen03uTbl [0 ++, 04a-
roBble 4eno3uTbl B 6a3anbHoM MembpaHe kancynsl boyme-
Ha, Aen03uTbl [0 ++; B CTPOME [0 ++; Mexay KaHanbLamu
[leno3nToB A0 ++. B anuTenmMu kaHanbLeB Leno3uTbl B BUAE
3epHUCTOCTM [0 ++. IgM: B ABYX knyboukax Hebonbwoe Ko-
NIMYECTBO 04AroBbIX FPaHYAAPHbLIX CyD3nUTeNnanbHbiX, Cyb3H-
[LOTENMANbHbIX M Me3aHrManbHbIX AEN03nUTOB L0 +. B cTtpome
Mexay KaHanbLaMu HepaBHOMEPHbIE AeM03UTbl OT + A0 ++.
3aknt4eHne: BTOPUYHbINA rnomMepynoHedpuT, Hanbonee Be-
pOSITHO, BONYAHOUHbIA HedpuT (BH, 4-5 mMopdonornyeckne
knaccel no BO3 ISN/RPS 2003, onddy3Ho-MeMOpaHO3HbI)
C BbIPaXEHHbIM TYyOYNSpHbIM M CNabblM UHTEPCTULMANBHBIM
KOMMOHEHTOM, yMEPEHHOM 1 C1aboi CTeneHbo BblpaXKeHHO-
¢ penosutos IgG, IgM IgA, C3, Clq B knyboykax, B CcTpomMe
Mexay KaHanbLaMmm.

MNocne nposeneHns 6uoncumn NoYkn BONbHOM OTMETUN
yCUNEeHWE MHTEHCMBHOCTM BOAK B NEBOM MOSCHUYHONM 0bna-
CTH, YCUAMBAIOLLECA NpK Kalune, ryboKoM BAOXE U ABUxKe-
Huwn. [Mpn Y3W opraHoB 6ptoLWHOM NONOCT ONpenenseTcs nu-
€M10KaIMKO3KTa3uns cneBa. YpOBEHb aHTUTEN K KApAUOAUMUHY
IgM - 14,5 ME/Mn (Hopma 0-9). bbin 3anono3peH Tpomb03
NIeBOM MOYEYHOW BeHbI. [1pU BbIMONHEHUN MYAbTUCAMPANb-
HOM KoMMbtoTepHOM ToMorpadum ot 11.11.2010 r.: Tpomb603
NeBOW NOYEYHOW BEHbI C PACMPOCTPAHEHMEM B HUXKHIOK MO-
NYI0 BEHY, N1E€BOCTOPOHHAS NMUENOKANMKOIKTa3ns, andbadys-
Hble M3MEHEHMUS B NeYeHW. 3aKkNIlYeHne aHrMoxupypra ot
12.11.2010 r.: ocTpbiit hneboTpoMb03 NeBOM NOYEYHOM BEHDI
Ha dhoHe OCHOBHOro 3aboneBaHus U aHTUdOCHONMNUAHOIO
cuHapoMa (AD@C). OnepaTMBHOE NleYeHMe He NoKas3aHo, PeKo-
MeHLoBaH (GpakCcMnapuH B TedeHne 4 aHew, ¢ 5-ro oHs Bap-
dapwH noa koHTponem MHO.

BbictaBneH anarHos «CKB: nomoctpoe TeyeHue, 04eHb
BblcOKas akTMBHOCTb (SLEDAI 2K = 32) ¢ nopaxeHnem novek
(akTmBHBIM BH c HedpoTnyeckum cuHapomoM, 4-5 mopdo-
NOMMYECKOro KNacca C BblpaXXeHHbIM TyOynsapHbIM 1 cnabbim
MHTEPCTULMANBHBIM KOMMOHEHTOM, YMEPEHHOW U cnaboi
CTEMEHbI0 BbIPAXXEHHOCTU AEMN03MTOB MMMYHOINOOYIMHOB
B KybouyKax, B CTPOME Mexay KaHanbuamu, X3 2-i ctagum,
6uoncmga novkn 25.10.2010 ) MUMMYHONOTMYECKMMM NPOSIB-
NeHnaMu (BbICOKMI TUTP aHTuTen kK HatueHon OHK, LE-kneT-
KW, aHTUTENA K KapAMOMUMUHY), reMaToNorM4yecknMm Hapytue-
HUAMK (@HEeMUS, NeikoneHms, TPOMBOLMUTONEHWS, yCKOPEHHas
C03), AOC, nonnapTpuT, anoneums, CHUKEHNe Macchl Tena,
mmdageHonatus. Octpeid dnebotpoMb03 (TpomMb03 NeBoM
NMOYEYHOW BEeHbl, MPUCTEHOYHbIA TPOMBO3 HMXHEN NOMOK
BEHbI) B CTafMM pEKAHANU3ALMUMY.

Bo BpeMs HaxoxaeHWs B CTauMoHape MmauueHT npu-
HWMan naTtoreHeTUYeCKyl Tepanui: MeTUANPEeLHU30N0H
(MIM) 12-8 mr/cyT; nynbc-Tepanua umknopochamuoom (LLD)
1000 mr Ne1; LU® no 200 mr B/M 2 pasa B Heaento, no 200 mr
B/M 1 pa3 B Hefento. Takxke NauMeHT Noayyan oMenpason, 3Ha-
nanpun, dpakcMnapuH (MOLKOXHO 2 pasa B AeHb no 0,6 mn),
BapdapuH 6,25 mr/cyt nog koHTponem MHO. MeToTpekcar, Ha-
3HaYeHHbIV paHee NauMeHTy Mo NOBOAY Npeanonaraemoro PA,



6b1n1 0TMeHeH. Yepes 2,5 Mec. noc/ie BbINUCKK M3 CTauMoHapa
B KOHTPOJIbHbIX aHaNM3axX COXPAHSIUCH aHEMMUS, YCKOPEHHas
CO3, ypoBHM TpOMDOOLMTOB, NIEMKOLMTOB HOPMANM30BaNMUCh,
CHU3WUANCD [0 HOPMAZbHbIX 3HAYEHUM MOYEBMHA, KPEATUHMH,
xonectepuH. B obwem ananmse moun (11.03.2011 r): otHo-
cuTenbHas nnotHoctb — 1015, 6enok — 0,75 r/n, nekoumnTbl —
eAMHWYHbIE B N/3p, 3pUTPOLMTLI — CMELWaHHble eAUHUYHbIE
B npenapate. OBbeKTUBHO — OTMEYANOCh YyMEHbLUEHME OTEKOB
roNeHen, B 0ctanbHOM 6e3 0cobeHHOCTeM.

B teuenne 2011 r. 6onbHOM NpofoMKaN NPUHUMATL Na-
TOreHeTUYeCKyto Tepanuto, 0lHaKO OCEHbID CAMOCTOSTENbHO
peLunn NeYnTbCs «CTBOMIOBLIMM KAETKaMM» B YaCTHOM MOpPSL-
Kke. Mocne 3TMX Npouenyp NOYYBCTBOBAN YXYALIEHWe CaMo-
yyBcTBMS. CHOBa CTann H6ecnokouTb BbipaxkeHHas cnabocCTb,
YTOMASEMOCTb, 60K B CYCTaBaX, MbIWLAX, MOBbILLEHNE TEM-
nepatypbl Tena no cybdebpunbHbix Ludp. ObpaTunca Ha
KOHCYNbTaumo K Hedponory B koHue aekabpsa 2011 r, 6bin
obcnenosaH. B obwem aHanuse moun (28.12.2011 r): oTHO-
cutenbHas nnotHocTb — 1015, 6enok - 4,5 r/n, ocafok BM3y-
aNbHO CKYAHbIN, NeMKoUnTbl — A0 Y4 N/3p, 3pUTPOLUTBI — U3-
MEHEHHble [0 5 B n/3p, UMANHAPLI TManuMHoBble — 2-3 B 1/
3p. Haxoaunncs Ha nevyeHun B HepoNormyeckoM oTaeneHnm
LIMKB N1 r. JoHeuka ¢ 28.12.2011 r. no 12.01.2012 r. Mpo-
BOLMNACh coveTaHHas nynbc-Tepanms MMM 1000 mr N3 v L@
1000 mr B/B N21. B deBpane 2012 r. npoBeneH 3-1 ceaHc
nynec-Tepanuu MMM n LU®. Mexay ceaHcaMu naumeHT nony-
yan U®d 200 mre/m 1 pa3 B 7 aHen, Ml 12 mr/cyT nepopans-
HO. PekoMeHa0BaH NOCTOSHHbIN Npuem MM 12 mr/cyT, Bapda-
puHa 5,0 mMr/cyT nog koHTponem MHO w 3Hananpuna 5 Mr/cyT.

B TeyeHune nepuopa c mapta 2012 r. no okTa6pb
2017 r. nauneHT peryngapHo 1-2 pasa B rog Habnwogancs

y Hedponora, caaBan aHanm3bl, NPUHUMAN pekoMeH10BaH-
Hyt0 naToreHeTnyeckyto Tepanuio (MIM 12 mr/cyT, a3aTMonpumH
50 mr/cyT, c 2016 r. meTOoTpEKcaT 7,5 — no 5 mr/Hep, c 2017 r.
Ll® 200 mr e/B 1 p/Hen). AnMHaMmuka nabopaTopHbix nokasare-
new obuiero, BUOXMMUYECKOTO aHaNM3a KPoBK, 06LLErO aHa-
1133 MOYM, 0CAAKA MOYM U KIMHUYECKMX CUHAPOMOB 33 BECb
nepwop 3aboneBaHus NpeacTaBeHbl HA puc. 2-4.

Ocenbto 2017 r. Hayanu 6ecnokouTb U HapacTaTb 0bLwas
€naboCTb, ObICTPas YTOMASEMOCTb, OTEKM FONEHEN, NepUoan-
YecKM BO3HMKaloWme TaHywme 60am B MblWLAX, Cyooporu
B MbIWLAX PYK, HOT, roNI0BHas 60/b, KOTOPYt 6ONbHOW CBSA3bI-
Ban c nosbieHnem Al. B cBsa3um ¢ 3tum 23.10.2017 r. Obin ro-
CNuTanM3npoBaH B Hedponormnyeckoe otaeneHmmn LITKE N2l r.
[oHeuka ong ganbHelwero obcnefoBaHns U Koppekumm ne-
yeHus. B obuiem aHanuse kposu: Ip - 3,66 x 10'2/n; Hb -
122 r/n; Tp - 113 x 10%/n; CO3 - 59 mm/4; T - 3,9 x 10%/n;
303. - 1%; nan. - 4%; cerm. — 55%; numd. - 32%; MoH. — 8%.
B 6buoxmmmyeckom aHanuse kposu: 06w, benok - 48 r/n; moye-
BMHA — 4,13 MMonb/N; KpeaTHUH — 81 MKMOAb/N; roKo3a —
4,29 mmonb/n; C-Pb - 5,4 mr/n, xonectepuH - 4,1 MMonb/n;
6unnpyouH obuwl. — 11,4 MmkmMonb/n (NpsMoi 2,2; HenpsiMow
9,2 mkmonb/n); AIIT - 0,21 Ea/n; ACT - 0,10 Ea/n; MHO -
1,04. B obuiem aHanmMse Mo4ym: OTHOCUTENbHAS MAOTHOCTb —
1017, 6enok - 6,68 r/n, 0cagok B13yanbHO YMEPEHHO PbIX/bIN,
nenkoumtsl — fo ¥4 n/3p, aputpoumnThl — cMewarHble 20-30
B N/3p, UMNIMHAPbI KNETOYHbIE, 3ePHUCTbIE, KMpoBble — 10-12
B n/3p. Mpoba 3MMHMLKOro: OTHOCUTENbHAA MAOTHOCTb —
1012-1017. AHanu3 cyTOYHOWM MOYM: Caxap — HeT; benok -
5,76 1/n; cyTouHbIt anypes - 1,11 n; cytouHas noteps 6enka —
6,4 1. Ha KT put™ cunycosbii, perynsapHbiid, YCC 85 ya/MuH,
J0C ropu13oHTanbHas, MHTepBanbl U 3y6Libl 6€3 U3MEHEHMIA.

PuCyHOK 2. lnHaMumKa nokasatenei obuero aHanm3a KPOBU N OCHOBHbIX KIIMHNYECKUX CMHAPOMOB 3a BECb NEpUOL HabnoaeHus

nauneHTa

Figure 2. Changes in complete blood count parameters and main clinical syndromes over the entire period of patient

observation
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PucyHok 3. IlnHaMuKa KIIMHUYECKUX CUHAPOMOB M NOKa3aTenen 6MoXMMMUYECKOro aHaim3a KpoBM 3a Nepuog, HabnoaeHns naumneHTa
Figure 3.Changes in clinical syndroms and biochemical blood test parameters over the period of patient observation
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PucyHok 4. [lInHamuka nokasartenei obLero aHanmn3a MoYm 3a nepuos HabnaeHns naumeHTa
Figure 4. Changes in clinical uranalysis parameters over the period of patient observation
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Moum no C.C. 3uMHMLKoMy. "OLeHKa NpoTeMHYPUM BbIMOSHEHA MO CYTOUHOMY aHanu3y Moun

B otnenenun nonyvan neyenue: MM 500 mr B/B ka-
nenbHo N23, 3aTteM nepopanbHo no 12 mr/cyt; UD 400 mr
B/B kKanenbHo N21, BapdapuH, oMenpason, pamMunpun, Be-
pownupoH. Ha ¢oHe NpoBOAMMOro NevyeHns oTMeva-
Nnacb NONOXMUTENbHASN AMHAMMUKA: yaydylleHue obuiero
CaMOYYBCTBMS, CYLLECTBEHHO YMEHbLUMANCL OTEKM, B 0O-
LEeM aHanu3e KpoBM HOPMANM30BaNMCb YPOBHM TpOMBO-
LMTOB M NEeWKOUMTOB, YAYYLWMANCL MOKa3aTeNnun 3puTpo-
uuToB, remMornobuHa, cHmsmnace CO3 (J1 - 6,4 x 10%n;
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bHOro BecCa aHanusa

3p - 3,75 x 10*%/n; Hb - 127 r/n; Tp - 192 x 10%/n; CO3 -
19 MM/4). B obuieM aHanM3e MOYM YMEHbLWMANCL NOTepU
6enka no 2,16 r/cyt, oTHocuTenbHas naoTHocTb — 1008, oca-
[LOK BM3YanbHO HE3HAUYWUTENbHbIN, NerKoLMTbl — 40 8 B N/3p,
3pUTPOLUTBI — CMELIaHHble 4-6 B M/3p, LUMANHAPbI KNETOoY-
Hble, 3epPHMCTbIE, BOCKOBMAHbIE — 5-8 B 1/3p.

Mocne Bbinuckn 13 otaenenns 21.11.2017 r. 6onbHoOM
NPpMHUMan pekoMeHfoBaHHyt Tepanuto: LLO 200 mr /B
1 p/Hep, MI1 12 mr/cyT; nepMoanyeckn KOHCYIbTMPOBANCS



y Hedponora, caaBan obwWMn aHanmM3 KpoBu, 06K aHanus
MOYM A0 HACTOSLLErO BPEMEHM.

B koHue aBrycta 2024 r. oTMETUN yXy[WeHWe CaMo4yB-
CTBMS, KOTAA NOSBUAMCH BblLLEOMMCaHHbIe Xanobbl. OcMoTpeH
He@poorom, roCNUTaNM3MpoBaH B Hedponornyeckoe otae-
nexne UINKB N91 r. JoHeuka ang obcnenoBaHms, OLEHKM aK-
TUBHOCTM 3a00N€BaHNS U KOPPEKLMKN NeYeHUS.

AHamHe3 wu3HU: 6e3 0CobeHHOCTEN.

O6bekTMBHO: 06LEe COCTOSIHWE YA0BAETBOPUTE/BHOE.
Koxa 1 BMOMMbIE CM3UCTbIE YMUCTble, HOPMAIbHOM OKPACKM.
ManbnupytoTcs Menkue numdatnyeckune y3nbl B 1€BOIM NOAMbI-
lweyHon obnactm oo 0,5 cMm, B NpaBoit NoaMbILLIEYHOM 061acTu
eanHnyHble fo 1,0 cm, 6e3bonesHeHHble, MATKMe, He CNasHbl
C KOXeW 1 Mexay coboi. AyCKybTaTMBHO TOHbI CEpALLA SACHbIe,
PUTMUYHbIE, CPEAHECUCTONMYECKMIA LLLENYOK Y NEeBOT0 Kpast
rPYAMHBI, MATKUIA CUCTONMYECKMIA LIYM Ha BEPXYLIKE C NpoBe-
[leHVEM B NIeBY0 NMOAMbILLEYHYHO 30HY C YCUIEHWEM Ha Bbl4O-
xe. MNanbnauus xuneota 6e3601e3HeHHa, NeYeHb BbICTYNAET HA
2 CM 13-nog, Kpas pebepHoi oyru, ceneseHka He nanbnupyet-
cs. Temnepatypa 36,6 °C,YCC: 87 muu™, ALl 150/100 mm pr. cT,
yacToTa AblXaTebHbIX ABMKEHMIA: 17 MMUH L, HAacbILLEHWE KPOBM
Kncnoponom 98%, Nacto3HOCTb rofieHewn M CTo.

O6wmi aHanm3 kposu npu nocrynneHun (03.09.2024 r.):
Jp - 5,43 x 10**/n, Hb - 181 r/n, Ht - 53%, CO3 - 9 MM/,
Tp - 250 x 10°%/n, 1 - 4,7 x 10%/n,3 = 1%, n - 1%, c - 66%,
n=-26%M - 6%. 0bwmit aHanmn3 mouun: 6enok - 0,725 r/n,
OTHOCUTENbHAs NAOTHOCTL — 1021, sanuTenuii NNoCKMn —
efnHUYHble B n/3p, nerikountel — 0-1 B n/3p, aputpoum-
Tbl Hen3MeHeHHble — 10-12 B n/3p. AHann3 CyTO4HOM MOYM
(10.09.2024 r.): cyTouHbIM anypes - 1,9 n; cytoyHas noteps
6enka - 0,95 r. Mpoba 3umHuukoro (17.09.2024 r.): oTHOCK-
TenbHag naoTHocTb — 1014-1022.

Broxummnyeckunii aHanmns Kposu: obwmii benok — 66 r/n.
MoyeBmHa - 4,59 mmonb/n, KpeaTuHUH - 80 MKMONb/A,
CK® - 97,2 mn/MuH, rnokosa — 4,5 mmonb/n, 6ununpybumH
obuw. - 12 mMkMonb/n (3a cyet Henpsamoro), A/TT - 22,3 Ea/n,
ACT - 18 En/n, MHO - 1,19.

Jxokapamorpadus (04.09.2024 r.): anameTp NeBoro npea-
cepans 4,25 cm; nesbint xenyaoyek (JIXK): koHe4yHo-AMacTo-
NMyecknin pasmep 4,58 cM; KOHEYHO-CUCTONNYECKUIA pas-
mep 2,87 CM; KOHeYHO-AMacTonnyeckmii obbem 96,32 mn,
KOHEYHO-CcMcTonnyeckuin obveM 31,34 mn, yoapHoli 06beM
64,98 mn. ®pakums Bbibpoca no Metoay Terxonbua 67,47%,
cokpaTtmumocTb JIK 37,38%, cokpaTutenbHas cnocobHOCTb MUO-
Kapfa y40BNEeTBOPUTE/bHA, COXpaHHAs cucTonmyeckas dyHk-
uma JDK (HopmanbHas dpakums soibpoca JDK). HapyweHne
auactonuyeckon @yHkumm JK (1-11 Tun - HapylweHus pac-
cnabnenus). Mexckenynoykosas neperopogka 1,2 cMm, 3aa-
Hag cTeHka JIK 0,92 cm, runeptpodus muokapaa /X (B 06-
NACTU MEXOKENYA0YKOBOM Neperopoaku), MHAEKC MaccChl
mMuokapaa /K 107,52 r/m% [laBneHwe B NerovHoi aprepun
20 MM pT. cT. PacwmpeHne KOpHS aopTbl. YTonweHne nepea-
Hel cTBOpKM MuTpanbHoro knanaHa (MK) go 5,2 MM, 3agHss
crBopka MK 2,5 MM, yTonuieHvne HeKOpoOHapHOM CTBOPKM aop-
TanbHoro knanaxa (AK) go 5 MM, NnpaBas KOpoHapHas CTBop-
Ka - 2,8 MM.Yuactkm dunbposa ctsopok MK, npornb nepenHen
(no 3,8 MM) 1 3aaHew (oo 4,4 mm) ctBopok MK — MMHUManb-
HbI nponanc MK, yMmepeHHasg MUTpanbHasg HeAO0CTaTOYHOCTb.

[lynnekcHoe CKaHMPOBAHWE BEH HWXHWMX KOHEYHOCTEN
(04.09.2024 r.): Nnpu3HaKM KNanaHHOW HeQ0CTaTOYHOCTH,
SxoKI-npu3Hakn BapmKo3HoWM 6one3Hn NOBEPXHOCTHbIX BEH
HWXHUX KOHeYHocTew. [lynnekcHoe uccnenoBaHWe COCyaoB
noyek (17.09.2024 r.): HopManbHag KapTMHa OPIOLLIHOM aop-
Thbl, FEMOAMHAMUYECKM 3HAUYMMbIX HapPYLUEHWIA KPOBOTOKA He
BbISIB/IEHO; B apTEPUAX MOYEK — CHMXEHbI AMACTONNYECKME
CKOPOCTU, MOBbILIEHbI MHAEKCHI CONPOTUBAEHWMS, B NIEBOM MOY-
Ke — BOPOTa — HM3Kas CUCTONIMYECKas CKOPOCTb.

JKT (24.09.2024 r.): puT™M CUHYCOBbIN, perynspHbli, YCC
83 B MUHYTY, ropu3oHTanbHoe nonoxerne J0C, PQ - 0,24 c,
AB-6nokaga 1-i cteneHu.

Mpu cnnpanbHOM KOMMbIOTEPHOW TOMOrpaduu opra-
HOB rpyaHoi nonoctu (25.09.2024 r.) faHHbIX 33 06bEMHYIO
M 04aroByH NATONOMMIO B IEFKMUX HE BbISIBNEHO.

MoHuTopupoBanune IKI (30.09.2024 r.): B TeyeHne Mo-
HUTOPUPOBAHMS HabNOAANCS CMHYCOBbLIN PUTM CO CpefHeMn
YCC 82 ya/muH (o1 63 po 136). 3apernctpupoBaHa TpaH-
3uTopHas AB-6nokaga 1-i ctenenun ¢ PQ-muHTepBanom oo
240 mc B TeyeHne 13 MUH. 3aperncTpMpoBaHbl: OAMHOYHAS
HeyacTas nonuMopdHas (3 BapmaHTa MopdONornn) xeny-
[LO4KOBast 3KCTPACUCTONMS B CPefHEM KOnMyecTBe 5 B yac —
101 B CyTKM C KOPOTKMMM 3MU30A4AMKU TPUTEMEHUM; NApHas
MOHOMOP®HAs KenyLoukoBas IKCTPACMCTONMS — 4 B CyTKM;
OOMHOYHAs HamKenyaoukosas skctpacucronms — 15 B cyt-
KW. 3Ha4YMMble n3MeHeHus B ST-T He 3aperncTpuMpoBaHbl Npu
poctmkeHnn cybmakcumansHon YCC 81%. CpenHuii Koppuru-
poBaHHbIM QT-uHTepBan (no ¢dopmyne H.C. Bazett) 3a cytku
422 mc (o1 397 po 464 mc), QT-uHTepBan Ha MUHWMANbHOM
YCC (63 ya/MuH) = 391 Mc. 3HauMMoe yannHeHue Koppurm-
poBaHHoro QT-uHTepBana He 3aperncTpupoBaHo, QT-ouHa-
MWKa B Npeaenax HopMasnbHbIX 3HAYEHWN.

[Ounarno3 «CKB: xpoHnyeckoe TeyeHue, O4eHb BbICOKON
akTmBHocTH (SLEDAI-2K - 20) ¢ acTeHn4YeCKMM CUHLPOMOM,
BO/IYQHOYHbIM HAOKAPAMUTOM, BH, aKTUBHbIN C M301MPOBAH-
HbIM MoYeBbIM cuHapomMoMm, XBIM C2 A2, apTepuanbHas runep-
TeH3us |l ctagum, 2-11 cteneHms.

B craunoHape npuHmuman Ml 6 mr/cyT, 330Menpason
20 mr 2 p/peHb, puapokcabaH 20 mr, pamunpun 10 wr,
MokcoHmanH 0,4 mr, kapsegunon 50 mr/cyT, azaTnonpuH
25 Mr/cyT. BeinmcaH m3 ctauMoHapa C yayylweHnem cocTos-
HMS: oTMeuveHo noHwxkeHue ALl (<140/90 MM pT. CT.), yMeHb-
WweHne cnabocTu, OAblLKM M OTEKOB, MepecTann 6ecnokouTb
ronoBHble 60K, a TakxKe B MOSCHUYHOM 061acT1, HOPManM3o0-
BaNOCb MoYeuncnyckaHue. Janbl pekomeHgaumm: Ml 6 mr/cyt
C MOCTEMEHHbIM YyMeHblleHWeM A03bl 4O 4 Mr/CyT, a3aTuo-
npuH 25 Mr yepes aeHb, BapdapuH 3,75 Mr no4 KOHTPO-
nem MHO, omenpazon 20 mr ytpom, pamunpun 10 mr ytpom
n nepkannamnuu 10 mr, MokcoHnamnH 0,2 Mr npu BbICOKMX
undpax ALL, 6uconponon 10 mr nog koHTponem A n YCC.

OBCY>KOEHUE

CKB npepnctaBngetr KOMNnekCHOe MYyNbTUCUCTEMHOE
ayTOMMMyHHOe 3aboneBaHuWe, nopaxatulee npeuMmyLlle-
CTBEHHO >EHLMH penpoLyKTMBHOro Bo3pacta (16-55 ner)
M XapaKTepu3ytoleecs WMPOKOM BapmMabenbHOCTbi0 KNUHM-
yecknx npossnennii [13, 14]. Kak npaBuno, AOKAMHUYeCKme
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M pPaHHWE KIMHWUYECKME NPOSBNEHNS NPELLLECTBYOT OKOHYA-
TeNbHOMY AMarHo3y, BbICTynas nof MackoW ApYron cuctem-
HOM Mnu opraHcneunduyHon natonornu [15]. B Hawem cny-
yae CKB pa3Bunacb y My>k4mHbl 37 net, MaHMdeCcTMpoBas
B 6OonblUeN CcTeneHn NopaxeHWeM CyCTaBOB, YTO MOCIYXMIO
OCHOBaHWEM MepBOHAYaNbHO AMArHOCTUMPOBaTb «PA». Hau-
6onee yactbiMu nposiBneHnamu aebrota CKB y B3pocnbix 8-
nswotcs aptput (B 52-95% cnydyaes), amxopagka (33-92%),
remMaTonormyeckne namMeHenus (aHemus - 98%, nerikone-
HUg - 23-92%, TpoMboumToneHna — 17-38%), sputematos-
Has Cbinb Mo TMNY «6aboukm» (27-75%) 1 GOTOYYBCTBUTENb-
HOCTb (23-83%), 4TO HEpeLKO NMPUBOAMT K NEPBOHAYANbHOM
MOCTAHOBKE CYCTaBHOr0, KOXXHOMO MM remMaTonornyeckoro
anarHosa [15-19]. Keratu, cpeam Hambonee 4acTbix OWnb0oY-
HbIX AMArHO30B, KOTOpble BbiCcTaBaatoTCS 60nbHbIM CKB B ne-
pVoA Ha4yanbHbIX KNMHUYECKMX MPOSBAEHUN, aBngoTcs PA,
NMXOpajKa HesCHOro reHesa, pubpomMmuantus U NCUXMaTpu-
yeckune paccrponcrsaa [20].

B TeyeHmun CKB B cTagmu pa3BepHyTbiX KIMHUYECKMX NPO-
SBNEHWUI OTMEYaeTCs YepeLoBaHME NepUOLOB MOBbILLEHHON
AKTMBHOCTU 1 pemuccun [14, 21, 22]. Mo gaHHbIM uccneno-
BaHW4, NpoBefeHHoro B yHueepcuteTe Johns Hopkins [23],
Hanbonee pacnpocTpaHeHHbIM BapuaHToM TedeHus CKB sB-
NAeTcs peunamMBUpYOLLE-PEMUTUPYOLWNIA, HaBNOLABLUNNA-
¢y 50% naumeHToB, B TO Bpems Kak y 31% otmevancs aiu-
TeNbHbIV Nepuon pemMuccun. B mccnenoBaHmMmn € yyactmem
267 3THMYECKM Pa3HOPOLHbIX MALMEHTOB B KIMHMKe Toronto
Lupus, HaxooMBLIMXCA NoA HabnoaeHneM He meHee 10 ner,
y 67,4% Habnopancs peumanBupyroLLe-peMUTUPYIOLLMIA Ba-
puaHT TeveHns 3abonesanna [21]. C Hayana HabnooeHns 3t
MaUMEHTbI He OTAMYANWUCh OT ANUL C AUTENBHOM peMuccueit
WNN YCTOMYMBO aKTMBHbIM TeveHnem CKB no gemorpaduue-
CKMM U KNMHUYECKMM NapaMeTpaMm, CepONornyeckon akTUBHO-
™M unu neyebHoMy noaxoay. B teueHne nepsbix 10 neTy atmx
NaLMeHTOB COCTOSHUE PEMMUCCUMM 3aHUMANO MOYTH MONOBUHY
BpeMeHu HabnoaeHns (B cpeaHem 5,3 ropa) ¢ 2—-4 obocTpe-
Husmn. Y 10,1% 60nbHbIX OTMEYEH BapMaHT MPONOHTMPOBaH-
Hol pemuccuu, a 9,4% npebbiBanu B COCTOSIHUM MOCTOSIHHO
akTMBHOW (a3bl. Kpome Toro, y 13,1% nauneHtoB dukcmnpo-
Ba/ICS OOMH Nepuoa, peMUCCUM (T. H. TMOpUAHbIN BapuaHT). [1o-
cne u3HavanbHom Gasbl aktmeHocT CKB Ha MOMeHT anarHo3a
NaLUMEHTbI C TEYEHMUEM MO TUMY NPONOHIUPOBAHHON peMUC-
UM pocTurann pemuccmm (no wkane The Systemic Lupus
Erythematosus Disease Activity-2000 - SLEDAI-2K) B Teye-
HMe nepBbIX ABYX NET nocne auarHo3a 6e3 npusHakoB 060-
CTpeHMs Ha npoTsxeHun nepsbix 10 net 3abonesanuns [21].

B npencraBneHHoM Hamu HabnwoaeHun obpauwaeT Ha
ce6s BHUMaHWe BbICOKWUI M O4EHb BbICOKMIA YPOBEHb aKTWB-
Hoctu CKB, oueHnsaembit no uHaekcy SLEDAI-2K [24]. Ecan
B Mepuof, pa3BepHYTOM KIMHUYECKOW KAapTUHbI MHAEKC CO-
cTaBnan 32 6anna, To B AaNbHENLIEM He OMycKancs Huxke
12. CnepyeTt 0TMETUTb, YTO MHAEKC aKTMBHOCTM Y HaLlero na-
LMeHTa NOLCYMTBIBANCS BO BPEMS €r0 roCnMTanmn3aLmi, kak
NpaBuio, B MePUOAbl XYALIEr0 CAaMOYYBCTBUS M HaNU4Us
NMOPaAXKEHMM PA3NUYHBIX OpraHoB u cucteM. LLkana oueHku
SLEDAI-2K oueHnBaeT BONYaHOYHY rON0BHYK 60/b, KO-
Topas dUKCMpOBanach y HalWero nauMeHTa NpakTMYecky Ha
BCex 3Tanax HabntogeHus, B 8 6annos. Kpome Toro, BbICOKMHI
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BEC MMeT IabopaTopHble NOKa3aTeNn NOpPaxeHUs novek —
reMaTypus, NpoOTeEUHYPUS, LUAUHAPYPUS U NUYypUS — oLe-
HMBaeMble No 4 H6anna Kaxapli. [pu oyeBmaHOM ynobcTee
npumeHenuns wkansl SLEDAI-2K MHorne cneumanucrsl OT-
MeyYaloT, YTO paccMaTpuBaeMble NapaMeTpbl UCMOMb3YHOT-
€S MO OUEHKE HaNM4Msg UNW OTCYTCTBMS CMMMTOMA, Hanpw-
Mep, eCTb NPOTeNHYpUs Unu ee Het [25-27]. Taknum obpasom,
YMEHbLUEHWE BbIPAXXEHHOCTU TOFO MM MHOTO MPM3HaKa 3a
nepuog, HabntoLeHUs UK BO BPEMS HAXOXAEHMS B CTaLMO-
Hape MOorno He oTpa3uTbcst Ha uHaekce SLEDAI-2K. Hanpu-
Mep, KpaTHOe yMeHblleHne npotenHypuun ¢ 2,4 no 0,95 r/n
3a nepuog ¢ 2019 no 2020 r. He BAMANO Ha OLLEHKY CaMoW
npotemHypum (4 6anna). Mlcnonb3yemblie METOAbl OLLEHKM aK-
™BHOCTM CKB - SLEDAI-2K, The British Isles Lupus Assess-
ment Group (BILAG), European Consensus Lupus Activity
Measurement (ECLAM) - pa3paboTaHbl B 6onbLieit cTene-
HW ONS CTAHOAPTUM3MPOBAHHOM OLEHKM aKTMBHOCTM BOMYA-
HOYHOrO MPOLECCa B HAYUYHbIX MCCNEAOBAHUAX ANg onpene-
neHns 3hdeKTMBHOCTU HOBbIX METOLOB NEYEHUS, XOTS OHU
HalLW CBOE MPUMEHEHMWE B LWIMPOKOM KNMHUYECKOM NpakTu-
ke [25, 27, 28]. OueHKa v MOHWTOPUHT aKTMBHOCTH 3abone-
BaHMWA NpeacTasnsgeT cobo NuLb OAMH M3 KOMMNOHEHTOB 06-
wero BeneHus naumeHtos ¢ CKB, ocobeHHO B 40NTOCPOYHOM
nepuoje, YTo HeNoCpeaCcTBEHHO BAMUSIET HA MPUHATME COOT-
BETCTBYHOLMX KIIMHUYECKMX peLleHnin n 060CHOBaHMS BbI6O-
pa afekBaTHoM Tepanuu [28].

HecmoTps Ha pa3Hoobpasue BapmaHToB TeyeHums CKB,
B LenoM obocTpeHme akTMBHOCTHM 3aboneBaHus b6onee Be-
pOSITHO B MepBble rofAbl NOCAe NOCTAHOBKM AMarHo3a u me-
Hee BEpOATHO NpWU AAWTENbHOM TeyeHuu 3abonesanHus [6].
He3aBucMMO OT cpokoB 3aboneBaHus, peunamnBbl MOTYT Xa-
pakTepn30BaTbCs 060CTpPEHWEM CO CTOPOHbI paHee BOB/e-
YEHHbIX OPraHoB, MOPaXXeHWEM HOBbIX OPraHOB MW COoYeTa-
HWeM Toro 1 apyroro. B npeacrasneHHom cnyyvae y 601bHOMO
0TMeYancs peunanBupytoLLe-peMUTUPYIOLLMIA BapUaHT Teye-
HMS. 33 BeCb nepuoa HabnaeHUs HabnaanoCb HECKOb-
Ko a3 obocTpenuns: B 2012, 2017 n 2024 rr., HecMOTpS Ha
NOCTOSHHBIV Npuem nopaepxusatowent MCT. Kak npasuno,
CKB HauymHaeTcs ¢ npekAMHUYeCcKor, aCMMNTOMHOW da3bl,
BO BPeMSI KOTOPOW BblpabaTbiBAOTCS ayTOAHTUTENA, Xapak-
TepHble NS MHOMMX ayTOMMMYHHbIX 3ab0oneBaHui, a No3a-
Hee — BONYaHOYHO-CcneunduyHble aytoaHTuTena (puc. 5) [29].
B nanbHenweM no mepe pasBuTMS U NPOrpeccMpoBaHMg 3a-
6oneBaHUs KIMHUYECKOE TEYEHWE XapaKTepuayeTcs nepw-
0[laMW aKTMBHOCTU, U3MEPSEMOW MO Pa3UYHbIM MHAEKCAM
aktmeHocTm CKB, ¢ yacTbiMn 0b6oCTpeEHMSIMU, KOTOpbIE NMpwU-
BOAAT K HEOBPATUMOMY MOPAXEHWUIO OPraHOB, YTO B CBOIO
ouyepefb yBeNMYMBAET THKECTb 3a60NeBaHMS U CMEPTHOCTb
6onbHbIX [25, 26, 28]. Ecin M3HavanbHO nopaxeHus opra-
HOB 06YyCNOBNEHBI BOCMANMUTENBHBIM MPOLLECCOM ayTOMMMYH-
HOW nNpupoabl, To ¢ nporpeccupoBaHmem CKB pa3suBatotcs
NoBpexAeHns, cBa3aHHble ¢ anutensHon UCT [29]. Jonro-
CPOYHOCTb NATOreHeTUYECKOW Tepanuu, Hapsay C OCHOBHbIM
BOMIYAHOYHbIM MPOLLECCOM, OTBETCTBEHHA 33 CyMMaLMIO MO-
604HbIX 3PHEKTOB NEKAPCTBEHHbIX MPenapaTos, 4To 0603Ha-
4yaeTcs Kak «HakonneHue nospexaeHui» (accrual damage).
Hanbonee 4acTbiIMM M KAMHUYECKM CYLW,ECTBEHHbIMW OC-
noxHeHunammn UCT aBnatoTca MHOEKUMOHHbIe 3aboneBaHums,



0CTeonopo3, aBacKyNAPHbIA HEKPO3 KOCTU, yCKOPEeHUe aTe-
pOCKNEepPOTUYECKMX NPOLLECCOB U MOBBILEHHbIN PUCK 310Ka-
4yeCTBeHHbIX HOBOO6PasoBaHui [6, 29-31].

B HaweMm cnyyae B CTaguu KAMHUYECKUX NMPOSABNEHMI
3aboneBaHMe xapakTepu3oBanoCh CYCTaBHbIM CUMHAPOMOM,
BH u rematonormyeckumu nameHeHusamu. o Hawemy MHe-
HWIO, NAPOKCU3Mbl Y3/10BOM TaxMKapanK, OTMEYEHHbIE B UIOHE
2010 r., no Bcel BUAMMOCTH, OBblM 06YCNOBNEHbI BOMYAHOY-
HbIM MMOKapAMTOM, KOTOPbIA, KaK NpaBuio, NPOsSBASETCS
B paHHeM nepuoae TeyeHns CKB B KOHTEKCTE BbICOKOM ak-
TMBHOCTM 3aboneBaHns n Yacto covetaetcs ¢ BH [32, 33].
HecMoTps Ha TO YTO KIMHWYECKM BOMYAHOUHbIA MUOKapAMT
nnarHoctupyetcs B 0,4-16% cnyyaes [34], B neproge Ha-
YyanbHbix npossnerHnin CKB ero yacrtoTa cyLlecTBEHHO Bbille,
pocturas 53-58,6% [35, 36]. BonyaHouHbIN MUMOKapAMT Npea-
CTaBNSET XXM3HEYrpoXatoLLee COCTOsHNe, 0COBEHHO B OCTPYtO
a3y 3abonesaHus, oteeTctBeHHOE 3a 10,3% cMepTenbHbIX
MCXOAO0B B TeyeHne HabnoneHns B cpenHeM 37 mec. [35].

ToYHble MeXaHM3MbI, lexallne B OCHOBE HAPYLUEHUIN pUT-
Ma npu CKB, Ao KOHLA He 13y4yeHbl, HO, MO BCEWN BEPOSTHOCTY,
CBS3aHbl C IPHEKTaMU ayTOAHTUTEN HA KapAMabHYO NPOBO-
aswyto cuctemy [37, 38]. Monaratot, 4to aHTM-Ro/SS n aHTu-La-
QHTUTENA HEMOCPEACTBEHHO NOBPEXAAKT NPOBOAALLYHO CHCTe-
My cepaua. Kpome Toro, BocnaneHue 1 ¢pubpo3 BONYaHOUHOM
NPUPOAbLI MOTYT TAKXKE BbI3blBaTb aPUTMMUIO 33 CYET NPOIYK-
LMW paamKanoB KMCI0POAa, KOTOpPbIe, B CBOK Ovepeab, MpUBO-
[IST K HEKPO3Y MMOKapa v NpoBOAsLLEN cncTeMbl cepaua [39].

Mo Mepe nporpeccMpoBaHUs BOCMANEHUS KapaAMOMUOLUTDI
3amMeLLatoTcs GUOPO3HOWM TKaHbIO, HAapyLLas NPOBEAEHME UM-
nynbca u npoLeccol penonspusaumm [40].

Cnenyet otMeTuTb passutne ADC, KOTOPbIK NPOSBAAN-
cs TpoMb0o30M noyeyHon BeHbl (TT1B) Hapsaay ¢ aHTUTENamMu
K KapLMOAMMMHY B NepBbii rog 3abonesaHuns. Tpom603 no-
YeyHOoW apTepuu u MNOYEYHOW BEHbI, apTepManbHas runep-
TeH3nsa, Hedponatus u XbI aBnstoTca Hanbonee pacnpo-
CTpaHeHHbIMK peHanbHbiMK npossnenuamu AQC [41]. TMNB
MOXET BbICTYNaTb B KAYeCTBE NMepBOro KAMHUYECKOro NposiB-
NeHns nepBuYHOro n BTopuuHoro AQOC ¢ 04HO- U ABYCTOPOH-
Hel nokanusaumern TpoMb03a, 4TO NPUBOAUT K OCTPOMY MO-
BpexaeHuto novek unu XbI [41,42].Y 6onbHbIX pa3suBaetcs
HedpOTMUYECKMIA CUHAPOM, B60Nb B BOKY, MUKPO- U Aaxe Ma-
KporemaTypus, 0COBeHHO B Cly4asx oCcTporo Tpombo3a [42].
Mo MHeHuio M. Asghar et al. [43], ADC aBnsgeTcs, noxany#,
Hanbonee 4YacTon NpUYMHOM cnoHTaHHoro TIB, nockonb-
Ky aHTUdochonunuaHble aHtutena (@®J1) obHapyxmBatoTcs
y 1-5% 3n0opoBbix nnu ny 35-40% naumertos CKB.

BoNbWMHCTBO aBTOPOB MOAAEPXKMBAIOT FMNOTE3Y O TOM,
uto a®J1 9BNFIOTCS HE NMPSMOM NPUYMHONM TpOMBO3a, @ CKO-
pee BbI3bIBAIOT COCTOSAHUE NMPOKOATYyNALMK («KNEPBbIV yaAap»),
npu KOTOPOM AOMONHWTENbHbIE MOBpexaatolmne GakTo-
pbl (KBTOPOW yaap») BbICTYNAOT B Ka4yecTBe TPUITepoB Cob-
CTBEHHO TPOMBOTUYECKMX OCNOXHeHMN [44, 45]. B Hawem
Cny4ae BMOSHE BEPOSTHO, YTO Hedpobrnoncusa 9BmMnach Tpur-

repoM TpomMB03a y NaumeHTa, MMeBLLEero Ha ToT nepuod ad/l.

PucyHok 5. CxeMaTnyeckoe npeacTaBieHne TeYeHUs CUCTEMHOM KPaCHOM BONYAHKM
Figure 5. Schematic illustration of the course of systemic lupus erythematosus
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MaunenTsl ¢ AOC Ha doHe CKB mMmetoT cywectseHHo bonee
BbICOKWME YPOBHW HEMPOMCUXMYECKMX, KAPLMUANbHbIX, NEroY-
HbIX, pEHaNbHbIX U OPTaNbMONOTMYECKMX NPOSBAEHMIA MO
CpaBHeHUIo ¢ 6onbHbIMK 6e3 adJ1, kak U bonee TIXENYHO Bbl-
PaXXeHHOCTb TeYEHWNS OCHOBHOro 3abonesanus [46, 47]. Ma-
umeHTbl ¢ codetaHnem CKB n ADC noasepykeHbl MOBbILWEH-
HOMY PUCKY pa3BWUTWS CEPAEYHO-COCYANCTON naTonornu [46].
OpHako B nMpeacTaBneHHOM cnyyae nocne anusoaa T11B oce-
Hbto 2010 r. B ganbHENLWEM HEe OTMeYyanucb KaMHu4Yeckune
nposenenns AOC. CneayeT OTMETUTb, YTO COCYAMCTbIA TPOM-
603, B T. 4. TT1B, MoxeT pa3BmBaTbCs Ha GOHE HEDPOTMUYECKO-
ro cuHopoma [48, 49], KoTopbl UMencs y Halero nauueHTa.

Bo Bpems nocneaHen rocnutanu3aumm npy npoBeneHmm
IxoKT y Hawero nauneHTa 6binn BbISBAEHbI MPU3HAKM KNa-
naHHoi 6onesnun ceppua (KbC) B BMAe ytonweHns obenx
ctBopok MK (nepenHsaa ctBopka 5,2 MM, 3agHsg — 2,5 Mm)
n AByx ctBopok AK (HekopoHapHas cTBOpka 5 MM, npaBas
KOpoHapHas - 2,8 mMm). [pu 3ToM Habnaanacb yMepeHHas
MUTPaNbHAsN HEeAOCTAaTOYHOCTb U coxpaHHas QyHkuus AK.
Cnektp KBC y 60nbHbix CKB 4OCTaTOYHO WKMPOK M BKAKO-
4aeT 3HpokapauT JinbmaHa - Cakca, yTonlleHne CTBOPOK
KNanaHoB, HEAOCTaTOYHOCTb M pexe CTeHo3 KnanaHos [50].
PacnpoctpaHeHHocTb KBC 3HaumMTenbHO Bbille cpeau na-
uneHToB ¢ CKB, umetowmnx adJ1, no cpaBHEHMO C BONbHbI-
MK 6e3 adJ1. Mo faHHbIM KPYMHbIX MCCNeA0BaHWUM, Hanu-
ume ad®J1 y nauneHtoB ¢ CKB accoumnnpyetcs ¢ 3-KpaTHbIM
nosblleHnem pucka passutna KbC, Bkntoyas sHAoKapanT
Jinbmana - Cakca [47].

BH npencraBngeT ogHO M3 YacTbix U Hamnbonee TKeNbIX
ocnoxHennn CKB v Habntopaetcs npumepHo y 35-60% na-
umeHnToB [22, 51, 52]. HecmMoTps Ha HOBble JOCTUXKEHMS B MO-
HMMaHUKM NaToreHe3a BONYAHOYHOIO MOPAXeHUs Mo4veK U B
neyebHbIX NOAXOAAX, 3HAYMTENbHAA YaCTb NaumeHToB ¢ BH
He OTBEYaloT aleKBATHO Ha M3HayaNlbHYHO Tepanuio, U B Aajlb-
HelweM HabnaaTca nepmoabl 060CTpeHns 3aboneBaHus,
YTO NpMBOAMT K MporpeccnpoBaHmio XbI1 1 B KOH4YeHOM cye-
Te K No4eyHoMn HepoctaToyHocTH (oo 50% cnyyaes) [22, 52].

Y Hawero 601bHOrO NopaxeHue noyek Habnganoch
B nebtote 3abonesaHunsa B okta6pe 2010 r. kapTnHOM Hedpo-
TUYECKOro CMHAPOMA (OTeKW, MPOTEUHYPUS, TMIONPOTENHE-
MU, rmnepxonectepmHemus). Nocne NoctaHoBKM 60NbHOMY
nnarHosa «CKB» emy npoBoamnach nynbc-Tepanus rKo-
KOPTMKOCTEPOMAAMM U LIUTOCTAaTUKAMK, 3aTEM PeKOMEHA0-
BaHa nnaHoBas MCT. MNocne 0TMEYEHHOro MONOXMUTENBHOMO
3 dekTa, KOTOPbIA NPOSBASNCSA YMEHbLWEHWEM BbIPAXKEHHO-
CTV NPOTEUHYPUM, NENKOLMUTYPUU U IPUTPOLLUTYPUM, NALUEHT

—— Cnucok nutepatypbl / References

peLnn CaMoCTOSTeNIbHO NEeYMTbCS CTBONIOBLIMU KIETKAMM
oceHbto 2011 r. CnycTa HekoTopoe BpeMs noc/ie npouenyp
noyyBcTBOBaN cebs nNnoxo: nossunach cnaboctb, yromnse-
MOCTb, 60K B CyCcTaBax WM MbIWLAX, NOBbICMNACL TeMNepa-
Typa Tena. B obuwem aHanmse moun ot 28.12.2011 r. ot™me-
4anacb BblpaXeHHas npoTenHypus (4,5 r/n), nenkoumTypus,
LUMAnHAPYpUs. B Broxummnyecknx aHanmnsax kposm obpalanu
Ha cebsa BHMMaHWe CHWXeHue obuero benka (61 r/n), NoBbI-
weHune xonectepmHa (8,02 Mmonb/n) 6e3 HapacTaHus ypoB-
Hel KpeaTMHWHA U MOYeBMHbl. BoNbHOMY BHOBb NPOBOAM-
Nack NynbC-Tepanus UMMYHOCYNPECCUMBHBIMKU NpenapaTamy,
4TO MO3BOMIO AOCTUYb CHUKEHWS aKTMBHOCTM 3ab0NeBaHNs
Ha NPOTSKEHUM NATH NeET.

OpHako oceHbto 2017 r. oTMeYeHO BbipaxeHHoe obocTpe-
Hue CKB, 4to nNposBnsnoch nosBaeHnem cnaboctu, yTomns-
€MOCTU, OTEKOB, FONOBHOM 6onn. B 0bWwem aHanmse mMouu
CHOBa NpOTEMHYpUS HePpPOTMUYECKOro YpoBHS (6,4 r/n), nen-
KOUMTYPUS, 3PUTPOLUTYPUS, LUNUHAPYPUS. [ocne npoBeneH-
HOrO NleYeHMs B YCIOBUAX CTaLMOHapa M AanbHeNnwwen noa-
[lepXX1BatoLLEel Tepanumn BHOBb YAaN0Ch LOCTUYb YyYLLEHUS
coctosHus. B nocnenyowem npossneHns BH xapaktepuso-
Ba/IMCb M30/IMPOBAHHbIM MoYyeBbiM cnHapomom. C 2020 r. no
nocnenHoo rocnutanusaumio B 2024 r. ypoBeHb NpOTENHY-
pun He npesbiwaet 0,95 r/n, B ocagke MouM — eamMHUYHbIE
NEeNKOUMTBI, LUAMHAPbI, UBMEHEHHbIE SPUTPOLLUTBI OT EAMHUY-
Hbix fo 10-12 B n/3p.

3AKJTIOYEHUE

MpencraBneHHbIN cnyyvan gemoHcTpupyet Tevenme CKB
Ha NPOTSKEHUM AOBOMBHO AJIUTENIbHONO NEPUOAA BPEMEHM —
15 net. 3a 3TOT CpOK perpeccMpoBanu CYyCTaBHOW CUHAPOM,
anoneuns, 6onbHOW nepecTan TepsTb BEC, YMEHbLUMAUCH
CnaboCTb, yTOMNAEMOCTb. 32 BpeMs 60Ne3HU KIMHUYEeCKMe
nposiBneHns Bbbinn NpencTaBneHbl BONYAHOYHBIM KapAUTOM
C MApoKCcM3MOoM y310B0M Taxukapamu, AOC ¢ TTMNB n BH, npo-
TEKaBLIMM C HedDPOTUYECKUM CUHOPOMOM U MepeLlefnum
B M30/IMPOBAHHbIN MOYEBOM CMHAPOM. Hall maumneHT BCe 3T
rofbl Haxoamnca Ha TpaauumoHHon UCT. N3yyeHne ocobeH-
HocTen TeyeHns CKB B monrocpoyHoMm nepuone no3Bonsi-
€T niyylle NOHATb BapUaHTbl TEYEHUA 386OJ'IEBaHVI9I, M3Yy4nTb
XapakTep OpraHHoM NaToNOrMU U OLEHWUTL BAWSHUE Nekap-
CTBEHHOM Tepanum.
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