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Pesiome. CucremHbie 3060AEBAHMST COBAMHUTEALHOU TKaHM (C3CT) — AOCTATOYHO GOALLLIQST FreTeporeH-
HQas1 rpyrna 3a60AEBAHNM, UMEIOLLMX OMPEAEAEHHBIE XQPAKTEPHLIE KAMHUYECKME MPOSIBAEHMS U HOPYLLE-
HUST UMMYHOPETYASILIA, MPUBOASILLME K O6PA30BAHUIO QYTOQHTUTEA., CYOKAMHNYECKNE WA SIBHBIE MOU3HAKM
BOBAEYEHWMSI TOYEK MMEIOT 3HAYUTEABHOE YCYryOASIIOLLIEE BAUSIHUE HA KAMHMYeckoe TedeHme C3CT, Hapylue-
HMe QYHKLMM NOYEeK XapaKTePHO anst Takux C3CT, KK CUMCTEMHQS KPACHQAS BOAYaHKA (CKB), peBMATOVAHBIN
ap1put (PA), CUCTEMHQST CKAEPOAEPMUS, CUHAPLOM LLlerpeHa, QyToOUMMYHHbIE MUOMATN (A€PMATOMMNO3UT
W IOAUMNO3MT). HQ COBPEMEHHOM 3TArNe, Y4nTbIBAST AOCTYIHOCTH MHOMX AMQrHOCTUYECKUX MQHUMYASILIAM U
BO3MOXXHOCTY STUOMATOreHETUHECKOIrO A€YEHMST, TepArneBTaM, PEBMATOAOTAM M HEGPOAOraM HEOBXOAMMO
CBOEBPEMEHHO 3QNOAO3PUTE HaAMYME 3Q60AEBAHMST NoYek y naumeHTos ¢ C3CT v NpuHSITe HEOBXOAMMbIE
Mepbl N0 AMQArHOCTUKE U AeHeHUO. COBPEMEHHBIE CTPATENN KAQCCUPUKALMM 1 AedeHust CKB ckoppek-
TUPOBAHbI C YHETOM PE3YALTATOB GUOMCKM MOYEK, HTO 3HQYUTEABHO YAYHLLMAO MPOMHO3 MOPAXKEHMS NMOYEK
npwv aTom 3a60oAeBaHMM, OAHO M3 HAOMOOAEE TSDKEABIX MOPAXKEHMM NOYeEK y naLmeHToB ¢ C3CT— 370 rnoyey-
HbI ckaepoaepmmyeckint Kpms (MCK), XapaKTepU3yrOLLMICST TSDKEAOM TMMEPTOHNEN, MPOMPECCUPYIOLLIMM
CHKEHMEM DYHKLMIM MOYEK 1 TOOMOOTUHECKON MUKDOQHIMOMQTUEN, CBOEBPEMEHHOE HA3HQYEHNE WHIM-
BUTOPOB QHMMOTEH3MHIPEBPALLQAIOLLENO GePMEHTA TAKMM MALMEHTAM MOKA3bIBAET 3HAYUTEALHBIVI 9D PEKT B
60pb6e ¢ [CK. KOHTPOAL QKTMBHOCT OCHOBHOIO 3Q00AEBAHUST YAYHLLQET QYHKLMIO MOYEK Y GOABLUMHCTBA
MNALUMEHTOB C CUHAPOMOM LLierpeHa, ayTouMmMyHHbIMU Monatvsimmi v PA. C APYrovi CTOPOHbI, XPOHUYeCcKoe
MCMOAb30OBAHNE MMMYHOAEMNPECCAHTOB M HECTEPOUAHBIX MPOTVMBOBOCIIAANTEABHBIX MPENQPATOB, A TAKXKE
COnyTCTBYIOLLME 3QO6OANEBAHWMSI, TAKNE KAK ANQBET, IMNEPTOHMS M CELAEYHO-COCYAMNCThIE OCAOKHEHMST, MO-
YT SIBASITbCS] OCHOBHbBIMU MPOUHYUHAMM MTOPQXKEHMST TOYEK Y MALIMEHTOB C PEBMQATUHECKMMM 3Q6O0AEBAHUNSIMU.
Kpome Toro, nepBuyHbIe 3Q60AEBAHMST MOYEK C AATEABHBIM QHAMHE30M MOTYT MPUBECTU K MPOOSIBAEHUSIM,
UMUTVRYIOLLMM MEePBUYHbIE PEBMATOAOMMYECKME PACCTOONCTBA. B 3TOM 0630pEe Mbl GOKYCHPYEMCST HO
ANQrHOCTUKE HQRYLLEHUA QYHKLMM MOYEK BCAEACTBME OCHOBHOIO 3060AEBAHMSI, MOBOYHbIX 3P PEKTAX rnpe-
MQpPQATOB U MPUHSITAN PELLEHNM O CBOEBPEMEHHOM COOTBETCTBYIOLLEM AEHEHUM.

KAloueBble CAOBQ: rMopaykeHue rovek; CUCTEMHbIE 3Q60AEBAHUST COSANHUTEABHOM TKAHM, CUCTEMHQS
KpQCHQST BOAYQHKQ,; PEBMATOUAHBIV QRTPUT, CKAEPOAEPMUYECKI MOYEYHBIV KPU3, CUHAPOM LLlerpeHa;
AEPMATOMUNO3NT/MIOAMMNOINT

BeeaeHue

IMouku sgBISIOTCS OAHMM M3 OpPraHOB, Haubolee
YacTO BOBJIGKAEMBIX B IIaTOJOTMYECKMII IIpOLECC Y
MMaIlMEHTOB C CUCTEMHBIMU PEBMATOJIOTMYECKUMU 3a-
OoyreBaHUSIMU. B TO#t MM MHOM CTENeHW HapylleHHNe
GYHKINY TTOYEK TPUCYTCTBYET MPU MHOTHUX CHUCTEM-
HBIX 3a00J1eBaHNSIX coequHUTebHOM TKaHu (C3CT): y

50 % GonbHBIX CUCTEMHOI KpacHOoM Bo1uaHKoii (CKB),
y 5 % — cuctemHoli ckieponepmueii (CCI), pexe —
NPy BOCHAJIUTENbHBIX AyTOMMMYHHBIX MUOIMATUSIX,
pesmaTougHoMm aptpute (PA) u cunapome Illerpena
[1]. TToyeuHble TPOSIBACHUSI MOTYT BapbUpPOBaTb OT
0OECCUMITTOMHBIX TIOPAKEHUH 10 Pa3BUTHSI TEPMUHAJIb-
HOW MOYEeYHOM HEAOCTAaTOYHOCTHU, TpeOylolllel moyey-
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HO-3aMeCTUTE/IbHOI TepamnuK; OHU UMEIOT OTPOMHYIO
MPOTHOCTUYECKYIO 3HAUMMOCTb, TPEOYIOT KOHKPETHOM
TeparneBTUYECKOW CcTpaTeruu, oOyCJIOBIMBAIOT OoJjiee
BBICOKYIO CMepTHOCTh. Hedposior 1 peBMarosior urpa-
0T KJTIOUEBYIO POJIb B MEHEDKMEHTE TaKMX MAllMeHTOR:
B paHHElW BepudUKAIMU IUarHo3a, OTpeeIeHUN CTpa-
TETUH JICUCHUSI, Ha3HAUYCHUN COOTBETCTBYIOIINX METO-
JIOB JICUCHUSI B OCTPOI CTaany 3a00JIeBaHUSI U JOJITO-
CPOYHOM BeJIeHUU TaKMX OOJIbHBIX.

IMopaxeHue moyek J1OO MOXET OBbITh BI3BAHO HeE-
MOCPEICTBEHHBIM BO3IEHCTBUEM CHUCTEMHOTO ayTo-
MMMYHHOI'0 3a0oJjieBaHMsI, NUOO OBITH Pe3yJbTaTOM
OCJIOXKHEHMI MU TOOO0YHBIX 3(P(PEKTOB HCIOIb3Y-
eMoil tepanuu [2]. C npyroii CTOpOHBI, MAaLIMEHTHI C
MEePBUYHON XpoHUYecKoil Oosie3Hblo mouek (XBIT)
MOTYT MMETh BTOPUYHBIE PEBMATOJOTUYECKUE CHUM-
ntoMbl. K mipumepy, ananmn3o0yclOBICHHBIN aMu-
JIOUZ03 ¥ BTOPUYHAS Tonmarpa. ACCOIIMMPOBAHHBIN C
JIMaTN30M aMUJIOUI03 TJIABHBIM 00pa3oM O0YCIOBIEH
HaKOIUIEHUEM [3,-MUKPOIJIO0Y/IMHA B KOCTSX, CyCTaBax
¥ TIEpUAPTUKYJISIPHBIX TKAHSIX WM KIMHUYECKU TIPOSIB-
JIIeTcsl KaK XpoHn4eckuit moauaptput [3]. CHukeHue
9KCKpEeLM MOYEBOM KMCIOTHI y mauueHToB ¢ XbBIT
00YyCIOBJIMBAaET CTOMKYIO TUIIEPYPUKEMUIO, TPUBOIS
K Pa3BUTUIO XPOHUYECKOU TO(yCcHOI moaarpsl ¢ Io-
paXkeHreM CYCTaBOB pas3aUUHbIX IpyI [4]. [TocKOJIbKY
TeparneBTUYECKUI ITOIXO0M K TIEPBUYHBIM ¥ BTOPUYHBIM
peBMaTUYECKUM 3a00JIeBAaHUSIM pa3inyaeTcs, ux auc-
depeHIManbHass TUarTHOCTUKA MMEET 4pe3BblYaifHOe
KJIMHUYEeCKOe 3HaueHWe B Bepu(pUKalMU U JICUeHUU
XpoHHUecKux Oojie3Heit. Kpome Toro, cimemyer oTMme-
TUTb, 9YTO OOJIBITMHCTBO IAIIMEHTOB C XPOHNMYECKUMU
peBMaTUYECKUMU 3a00JIeBAHUSIMU UMEIOT COITYTCTBY-
IOIIYI0 MATOJIOTMIO: CaXapHbIil O1UadeT, TUIIEPTOHMS,
CepaeYHO-COCYIUCThIC 3a00JIeBaHMsI, U 3Ta KOMOPOUI-
HOCTb TECHO acCOLIMMPOBaHa ¢ BOSBHUKHOBEHUEM WU
ycyryonenuem tedyeHusi XBII u yBennueHuem cmept-
HocTH [5].

XpoHUYecKoe BOCTaJIeHUE SIBISICTCS BEAYIIMM TIa-
TODU3NOJOTUUECKUM MEXaHU3MOM OOJIbIITMHCTBA PEB-
MaTU4YeCcKrX 3a0oJieBaHUi, OOYCIOBIMBAsT BBICOKYIO
KOMOPOWIHOCTh M Pa3BUTHUE, B YaCTHOCTHU, CEPIEIHO-
cocynuctbix ocinoxHeHuit u XBIT [6]. TTocTostHHBINM
MpueM IIPOTUBOPEBMATUUYECKMX JICKAPCTB, BKJIIOYAS
HECTEPOUIHBIE MPOTUBOBOCHATUTEIBHBIC IIPEIapaThl
(HIIBIT) u 6one3Hb-MOmuMULUMPYIOIINE IpernapaTsl
(DMARDSs), MOXXeT BbI3BaTb MOYEUHYIO AUCGHYHKIIMIO,
pasButue riaomepynoHedputa (I'H), TyOynonHTepcTu-
nuanbHoro Hedputa (TUH) [7, 8].

CuUcTteMHasa KPACHAS BOAYOHKA

CucreMHasi KpacHas BoJYaHKa — XPOHUYECKOE
ayTOMMMYHHOE 3a00JIeBaHNE C MYJIbTUBApUAOETbHBIMU
TIPOSIBJIEHUSIMU, TEUEHUEM 1 IIPOTHO30M, pa3BUBAIOIIIE-
ecs Ha (DOHe TeHEeTUYeCKH OOYCIIOBIEHHOTO HECOBEP-
IIEHCTBAa UMMYHHOU CHUCTEMBI U XapaKTepHU3yIOIeecs
00pa3oBaHMEM IIMPOKOTO CIIEKTPa ayTOAHTUTEI K KOM-
TMOHEHTaM KJIETOK sIapa, IIMTOIIa3Mbl M MeMOpaH, Ha-
pYILIeHWEeM KJIEeTOYHOIo 3BeHa MMMYHMTETa, UTO B KO-

HEYHOM CY€Te MPUBOIUT K PA3BUTUIO AyTOUMMYHHOIO
Bocniayienus [9, 10]. @yHmpamMeHTaIbHBIM HapyIIEHUEM
B UMMYHHOI cucteme y nauueHToB ¢ CKB cunrtaercs
reHeTU4YeCcKu 00yCIOBICHHBIN AedEeKT arnonTo3a ayTo-
peakTUBHBIX KJIOHOB T- u B-KJeTok, ciencTBuem dero
SIBJIsIETCST B-KeTouHasi runeppeakTUBHOCTh U aHTH-
reHcrneundudeckas T-3aBucuMasl CTUMYJISIIIUS CHH-
T€3a AyTOAHTUTE]I K COOCTBEHHBIM aHTuUreHam |[11].
AyTOaHTHUTeIa HAIIPaBJICHBI B IIEPBYIO OYePEIb IIPOTUB
Pa3IMYHBIX SIAEPHBIX aHTUTEHOB (ANA), HYKJICMHOBBIX
KHUCJIOT, OEJIKOB SIIepHONM MeMOpaHbI, KOMIIOHEHTOB
XpoMaTuHa (aHTUTena K aByxuemnodeuyHoit (dsDNA)
u onHouernoueyHoi (0sDNA) JIHK), nykineocom, ru-
croHoB (HI, H2A, H2B), koMnoHeHTOB cIuiaiicoco-
MbI, pUOOHYKJIeONpoTena0B (aHTU-Sm, aHTU-U1RNP,
aHTu-RoOSS-A, anTu-LaSS-A) 6eJKOB SAPBILIEK U LIEH-
Tpomep. B nocneaHee Bpemst ObLIO BbICKA3aHO MHEHUE
0 TOM, YTO HYKJIEOCOMa MOXKET OBITh BEAYIIUM ayTO-
aaTureHoM npu CKB. Dra rumoresa moarBepxXaaeTcs
TEM, 4TO IJIOMepyJisipHas aeno3uuus aHTU-dsDNA-
aHTUTEJN TIpU BojyaHouyHOM Hedpute (BH) omocpeny-
eTCcsl UMEHHO HyKjeocoMaMu [12].

IMopaxenue nmouek npu CKB ocrtaercss ogHuM u3
Haubosiee pacnpoCTPaHEHHBIX, TSKEIbIX M IPOTHO-
CTMYECKM HeOJaronpusTHbIX BucueputoB [13, 14]. ¥V
MOJABJISIONIETO YKC/Ia MAlIMEHTOB Pa3BUTHE BOJTYAHOYU-
HOro HedpuTa HaOIOAAETCS B TEUEHUE MEPBBIX 5 JIET
OT Havasia 3a0oyieBaHus, a B 85 % ciiydaeB — B TeyeHUE
nepsoro roga. ¥ 5 % nauuentos ¢ CKB BH sBisiercs
NIEOI0THBIM MposiBIeHUEM [15].

MMeHHO BOBJCUYCHHE B ITATOJOTMUECKHUN TIPO-
1IecC MOYeK IpeAoIpeIesisieT MPOrHO3 3a00IeBaHus, a
OCJIOXKHEHMS, CBSI3aHHBIC C JIIOMYC-HE(PUTOM, SIBJISI-
I0TCSI OCHOBHOM NPUYMHON JIETAJIbHOCTU Y TAHHOM Ka-
Teropuu 601bHBIX [16]. BH — 310 mapaaurma (Moeb)
MMMYHOKOMILIEKCHOTO BOCTIaJICHUST, MEXaHU3M pPa3BU-
TUs1 KoToporo otpaxaet naroreHe3 CKB B uenom [17].
IMopaxenue nouyek npu CKB npencrapisieTcsi MHOTO-
TUTAHOBBIM: OOBIYHO BBIIEISIOT BOJTYAHOUHBIM HeGpUT
¢ 6 MOp(OJOrMYeCKUMHU BapUaHTAMU, UHTEPCTULIM AT b-
HBI HEPUT U cocymucThie TopakeHusi. CocyaucThie
TOpaXKeHWsI MOTYT OBITh OOYCIOBJIEHBI KaK OCHOBHBIM
MPOILIECCOM, TaK U COITYTCTBYIOIIMM aHTHU(hOCHOII-
muaHbIM cuHapoMoM (ADC). s CKB xapaktepHo He
TOJIBKO MHOTOIIJIAHOBOE MOpakeHUe MOYeK; B TeUeHUE
00JIe3HN BO3MOXHA TpaHChOpMallrs OMHOTO BapruaHTa
B Apyroi. DTo Kacaercsi KaKk MOP(POJIOTMIeCKHX KJiac-
coB camoro BH, Tak 1 KoMOMHALIMK HO30JOTMYECKUX
¢opmMm, Hanpumep, couetaHusi BH ¢ cocynucTeiMu no-
paxeHusimu [18].

Kaunuueckue sapuanmot 80auanounozo negppuma

1. AKTUBHBII HEDPUT:

— OBICTPO TIPOTPECCUPYIONIHIA;

— MEJIEHHO TTPOTPECCUPYIOIITNIA:

a) ¢ He(PPOTHMIECKUM CUHIPOMOM;

0) ¢ BbIpa>k€HHBIM MOYEBBIM CUHIPOMOM.

2. HeakTuBHbBI HEDPUT:

— C MUHUMAJIbHBIM MOYEBBIM CUHIPOMOM WU CYy0-
KIIMHUYECKOM IIPOTEUHYPUEIA.
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ITouku SBASIIOTCSI OCHOBHBIM MCTOYHMKOM IJ1a3Ma-
TUYECKUX KJIETOK, MPOAYLMPYIOLIMX ayTOaAHTUTENa Yy
MAIlMEHTOB C TSDKEJION TMOYEeYHON HEZOCTaTOUHOCTHIO
(rmaBHBIM 06pa3om, kiaccel III—V BH), ocobeHHo npu
000CTpeHNN KIMHUYECKOTO TedeHMsT Oone3Hu [19].
Kpome Toro, npu BeicoKoit aktuBHOCTH BH cHuxXaroT-
Csl YpOBHU KOMILTIEeMeHTA. [ eHeTHIeCK IeTePMUHIPO-
BaHHas HU3Kas KOHIICHTPAILMs KOMIUIEMEHTA SIBJISIeT-
ca nipeaukTopoM pas3sutus CKB [20]. Yposuu C3 u C4
KOPPEIUPYIOT C aKTUBHOCTBIO 00JIC3HM; TaK, Y MallMCH-
ToB ¢ akTuBHBIM BH 3HaueHus C3 u C4 6butn cyie-
CTBEHHO HIDXE IO CPaBHEHUIO C MallMeHTaMU C Heak-
TUBHBIM JiIonyc-HedpuTom [21]. OuieHKa 3aBUCUMOCTU
mexay ypoBHsIMU C3 u C4 B cbIBOPOTKE U 0OOOCTPEHU -
em BH nokasana, yto C4 umMmeeT pelaroliee 3HaYeHUe
JUISI THALIMMPOBAHMUSI 00OCTpeHMs 3a00JIeBaHMSI, B TO
BpeMs Kak aktuBamust C3 BeeT K MOBPEXIESHUIO TT0-
yeuHol TKaHu [21]. AHTUTeNa, HaTTpaBJIeHHbIE TIPOTUB
Clq, ObUTM OOHApYKEHBI y BCEX IMAIMEHTOB C aKTUB-
HbIM HedputoMm [22], 6omee Toro, antu-Clqg-anturena
KOPPEIUPYIOT C BBIPAKEHHOCTHIO MPOTEMHYPUN U aK-
TUBHOCTBIO JTIonyc-Hedpura [23].

VMMyHHBIE KOMIUIEKCHI 00pa3yloTcsl KaK B COCY-
JUCTOM pyciie, TaK U B Kiiyooukax. Hannuune 6eKoBbIX
JIETO3UTOB B TPeX MPOCTPAHCTBAX KJIYOOUKOB (Me3aH-
THaJIbHOM, CYO3HIOTEIMaIbHOM, CYO3MUTEINATbHOM)
SIBJISIIOTCS OTIMYUTENbHOM yepToit BH. B cocrase ae-
TIOHUPYIOIINX UMMYHHBIX KOMILJIEKCOB OIPEIEIsIeTCS
full house — Bechr Habop MMMyHOTIOOYIMHOB (IgG,
IgA, IgM) u xommoneHntoB komrmemeHTta (C3, C4 u
Clq) [24]. UMMyHHBIE KOMIUIEKCHI MOTYT OTKJIalbI-
BaTbCS HE TOJIBKO B KJTyOOUKAaX, HO U B TYOYJISIpDHOM Oa-
3aJIbHOM MeMOpaHe U CTEHKAaX COCYIOB, BBI3bIBasI OITOC-
penoBaHHOE KOMIUIEMEHTOM IIOBpEXIeHHUEe modek. B
¢dopmupoBanun BH wurpaior posib LUPKyJIUpYyIOIINe
aHTu-dsDNA/XxpoMaTHHOBbBIE aHTUTEIA, KOTOPbIE He-
MOCPEACTBEHHO CBA3bIBalOTCs ¢ Hykiaeocomamu JTHK,
MPUCYTCTBYIOLIME B MATPUKCE KITyOOUKOB, TAKXKE B IMO-
BPEXXIEHUN IMOYEUYHOUN TMapeHXMMBbI YJacTBYIOT aHTH-
dochonunuaHbie 1 aHTUHEUTPODWIbHBIE LIUTOILIA3-
MaTudeckre aHTutena [25]. OmpeneileHHOE MECTO B
pa3BuTUU U nporpeccupoBanuu BH (rmomepynspHoro
CKJIEPO3UPOBAHUS U TYOYJIOUHTEPCTULIMAIBHOTO (DU-
OpO3UpPOBAHNST) 3aHMMAIOT HEMMMYHHBIC MEXaHU3MBI:
OKCHIAHTHBIM CTpecC, aKTUBAIIUSl PEHUH-aHTUOTCH-
3MH-aJIbI0CTepOHOBOM cucteMbl (PAAC), cucTeMbl 9H-
JoTelnHa-1, U3BMeHeHUs TUMUAHOro OajaHca, UHTpa-
BaCKYJIsSIpHasI KOAryJsius, TPUBOISIIME K OTJIOXEHUIO
¢ubpnHa B rmomepynax [26].

M3MmeHeHus B KiIyOouKax Mpu Jtonyc-Hedpure He
KOPPEIUPYIOT C KIIMHUISCKUMU TIPOSIBICHUSIMU, CJie-
JIOBATEJIbHO, OMOTICHSI TTOYEK SIBJISICTCSI HEOOXOIMMOI
JMarHOCTUYECKON TIPOIIeypoil y OOJBITMHCTBA Tia-
MeHToB. PekomeHmanmm AMEpPUKAHCKOTO KOJUIeN-
ka peBmaTosioroB (ACR) mpenmosaraior mpoBeneHue
OMOIICHMHU TIOYEK Yy BCEX MALIMEHTOB C ITOBBIIICHHBIM
comepKaHeM KpeaTUHUHA B CBIBOPOTKE 0€3 aJIbTepHa-
TUBHOI Ha TO MPUYMHBI WU IIPU IPOTEUHYpUHU OoJjiee
1 r/CyTKM ¢ MOYEBBIM OCAIKOM MJI1 06€3 Hero JIM0o eciiu

MpOTEeUHYpUsT cocTapisgeT o6osee 0,5 r/CyTKU ¢ Moue-
BBIM OCaJKOM (KJIETOUHbIE CKOILJIEHUsI, reMaTypust > 5
SPUTPOLIUTOB B MoJie 3peHus ) [25].

lTucmonamonoeuueckue usmenenus novek. I'WCTO-
naTtojiornyeckas kiaccudukanus BH upesBbiuaitHO
Mojie3Ha B BENEHWM TAIMEHTOB, OIIEHKE TEYCHUS W
MPOTHO3a U MpHU NocieaytoniemM HabmoaeHuu. Creru-
duuecknmu m11 BH nameHeHusIMM, BBISIBICHHBIC TIPU
HepOOUOTICUM, SIBIISIOTCS CASAyIOLINe: TieiioMopd-
HOCTb, «IIPOBOJIOYHBIE TTETIN», THAIMHOBBIE TPOMOBI U
KapHuopeKCHUC, oOHapyXeHHbIE MPU CBETOBOI MUKPO-
ckonuu; dymi-xayc (full house) ¢ ocaxxneHueM Bcex
MMMYHOIJIOOYJIMHOB Hapsity ¢ (bakKTopaMM KOMILIe-
meHTa C3, C4 u Clq — nipu UMMYHOMJII0OPECLIEHIINN;
TYOYJIOPETUKYJISIDHBIC BKIIOYEHHUSI — TIPU 3JICKTPOH-
Hoil Mmukpockonuu [17, 18]. CornacHo pekoMeHIaIu-
M 1 ACR, n EBpomneiickoii mpoTHBOpeBMaTUIECKOM
qurn (EULAR) pe3yabTaTbl TMCTOJIOTUYECKOTO WC-
CJIeOBaHMSI TIOUEK TPU JIIOTyc-HedpuTe HEOOXOTUMO
OLICHMBATh B COOTBETCTBUM C KpUTepUIMU MexXmyHa-
pOIHOTO 00I1IecTBa He(hposoroB/O0IIIeCTBa TATOJIOTUN
nouek (ISN/RPS, 2003), koropsie neisat BH Ha mects
Kiaccos (taou. 1) [27].

Takum obpa3oM, Mo pesyabTaTaM HedpoOuorncum
MOXHO YCTaHOBUTb OCTPOTY U aKTUBHOCTb ITOYEUHOIO
MOBPEKICHUS, BOBJICYEHHOCTh COCYIOB U TYOYJIIPHOTO
armapara TIOYKHW; BBISIBUTh TakKKe W aJlbTepHATUBHbBIC
TIPUYMHBI TOYEIHOIN HEOCTATOYHOCTH (HAIIpruMep, Jie-
KapCTBEHHBIN TyOYJISIPHBIN HEKPO3).

Crnenndnyeckoe 3TUOMATOTEHETUYECKOE JieueHre
3aBUCUT OT TUCTOJIOrMueckoro kjacca BH cormacHo
kputepusim ISN. CornacHo pekomeHAaIUsM IO Be-
neHuto manueHToB ¢ BH, xmaccer 1 u II He TpeOyror
crennUIeCcKoil Tepauy BCJICACTBUE XOPOIIEro Mpo-
rHO3a B OTHOIICHWHU COXpaHEHUS (YHKIIUMU ITTOYEeK
[13]. OpHako Ha3Haye€HHWE BBICOKMX 103 CTEPOMIOB
nauMeHTaM ¢ HePpPOTUYECKUMM CHUHAPOMOM Ha (oHe
JIIoIyc-HedpuTa ¢ MUHMMAJIbHBIMU I ME3aHTMOIPO-
JTdepaTUBHBIMA U3MEHEHUSIMU SIBJISIETCST BBICOKOA(-
(bexTMBHOI Tepanueil ¢ OBICTPBIM pa3pelieHUeM IaTo-
Jjornueckoro mnpouecca [11]. Takxke nmokazaHuem st
neyennss BH mepopanbHBIMU  TIIOKOKOPTUKOUAAMU
(I'K) sBnsiercst ximacce 111 ¢ < 25 % BoOBJIeUeHHBIX KITy-
OOYKOB M OTCYTCTBHE 3HAYUTEIHLHOTO MpPOJUpepaTnB-
HOTO WJI HEKpPOTU3UpYyIomero rnmopaxenus [28]. Um-
MYHOCYIIPECCUBHOE JIeYCHIE HEOOXOAMMO TSI BEICHUS
nanueHToB ¢ BH III knacca (dokanbHbiii), IV kiacca
(muddy3Hbiit) 1 V xiacca (MeMOpaHO3Hasi Hehpo-
naTus) 1 COCTOUT U3 Tepanuu BbicOKUMU go3amu 'K
Hapsily C BHYTPUBEHHBIM BBeIEeHUEM LIMKIodochaHa
(D) nmu modetnna mukoderonara (MM®D) B kave-
CTBe MHAYKIMOHHOM Tepanuu. [{P oObIYHO TTpUMEHSI -
€TCsT B IBYX TIpeljiaraeMbIX pexkumax: HarmoHaabHbIN
WHCTUTYT 310poBbs (NTH) pekoMeHmyeT exxeMecsTIHyI0
BHYTPUBEHHYIO mMyJsibc-Tepanuio B goze 0,5—1,0 r/m?
B TeueHue 6 mecsues; pexxuM EBpo-Lupus Nephritis
(ELNT) — BHYTpUBEHHBIC ITyJIbCHI 110 500 MT Kaxkabie
2 Hepenu, Bcero 6 uHbysui [10, 17] ¢ manpHeuIei
nopaep:kuBatoieit repanueit. ELNT-pexum siBasieTcst
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0oJiee TIPEANOYTUTEIBHBIM, ITOCKOJIBKY aCCOLIMUPOBAH
C MEHBIIIMM KOJMYECTBOM MOOOYHBIX peakIdii U BO3-
HUKHOBEHMEM MHMEKILIMOHHBIX OCJIOXHeHU [29]. s
MMaIMeHToB HerpouaHou packti MM® sBisieTcs mpen-
TOYTUTEITEHBIM areHTOM WHAYKIIMOHHON Teparmu, He
TOJIBKO MCXOMIS U3 JIyuliieit 3(pheKTHBHOCTH, HO Y BBU-
Iy MEHBIIETO KOJIMYECTBA 1 BEIPAXKEHHOCTU ITOOOTHBIX
apdexroB [30]. OmHOBpeMeHHO misa Tepanuu BH V
KJacca (MeMOpaHo3Hast HedponaTus) 3(pHeKTUBHOCTD
npuMeHenus LI® u MM® 6buta onuHakosa [31].
Yepesz 6 MecsieB JICUEHUSI MO CXeMe WHIYKIIKN
PEMUCCUU TIPU TOCTVKCHUM YJIYYIICHUS] COCTOSTHUS
manveHToB ¢ BH HasHauaeTcs moamepskuBaroiiast Te-
panusi. Peakuusi Ha MHAYKIIMOHHYIO Tepanuio Kjac-
cudupyercs Kak TOJHAs PEeMUCCHs, YacTUIHAs
peMuccUs U Pe3UCTEHTHOCTH K JieueHuto [32]. Cpoku
MOJIEPXKUBAIOIIEH Tepari COCTABIISIIOT HECKOJIBKO
JIET WJTW TIOXKU3HEHHO, TIEJIBIO SIBJISIETCS TIPOIOJIKEHIE
MMMYHOCYIIPECCUBHOM TepaIruy 10 JOCTVKCHUS TI0JI-
HOTO IT0YEYHOTr0 OTBETa, HOpMalnu3aluu GYyHKIUH 110~
YeK U TIpeayIpexaeHus JaJbHENINX 000CTpeHUH TTpU
MUHKMMAaJIbHOM TOKCHYECKOM BO3ICUCTBUU MMMYHO-
nernpeccanToB [17]. I pe3uCTEeHTHOTO K JISYEHUTO 3a-
OosieBaHUd paccMarpuBaercs repexon ot I® xk MM ®

WX, HA00OPOT, pUTYKCUMaOy, MHTMOUTOpaM KaJlblLy-
OHEBPHUHA, BHYTPUBEHHOMY MMMYHOIJIOOYJIUHY, UM-
MYHoOaacopOLuu, iazmMadepesy Wik UMMYHOAOISILIUU
C TpaHCIUTAHTALIMEN CTBOJIOBBIX KJ1eTOK [33—36]. Y ma-
uueHtoB ¢ BH Moryt HabaoaaThCsl peuMAMBLI B TeUe-
HUE TIOCJIeAYIOMNX JeT HabmoaeHuss. Cxema JedeHus
peLMAONBOB TaKasl K¢, KaK M WHULMAJIbHAs Tepalus,
C yU4EeTOM OTBETa Ha HayaJbHYIO Tepaluio, TOOOUYHBIC
3¢ GeKTH U KYMYISTUBHYIO H03y Ha3HauyaeMbIX IIpe-
napaToB.

Jnsa moamepKuBalolieil Teparnuu UCIOAb3YIOT UM-
MYHOAEIPECCAaHThl ¢ OJIarONpUITHBIM  MpPohUIeM
0e30IacHOCTH, Xopollueil 3(PPEeKTUBHOCTbIO U Tepe-
HocuMOCThI0: MM® U a3aTMONpUH, KOTOPBIE IIPO-
JIEMOHCTPUPOBaIM 3(M(MEKTUBHOCTh B TONACPKAaHUU
pemuccun BH [37]. Ha puc. 1 npencraBieHbl coBpe-
MEHHBbIE MOAX0/IbI K JleueHuto BH.

B-knerounas tepanust antu-CD20-aHTUTENIOM pU-
tykcumabom (PTK) addexTtrBHa y mammeHToB ¢ aK-
TUBHBIM BH, BKJIIOUas MalMeHTOB, HE PEarupyrolmx
Ha CTaHOApTHYI0 uMMyHocympeccuto [38, 39]. s
JloKa3aTeabcTBa 3(PMOEKTUBHOCTU JIEUEHUSs JIIOITyC-He-
¢puTta purykcumadom Ha ¢poHe CKB ymepeHHOI U BbI-
COKOI1 CTeNeHU aKTUBHOCTU OBLJIO TPOBEACHO 1Ba 00JIb-

Tabnunya 1. lMepecMmoTpeHHas kKnaccugpukaymsi BoiYaHOYHoro Hegppura B cootTsetcTenmn ¢ MexayHapoaHbiM
obwyectBom Heghponornn/O6Lyectsom naronorum noyvek (ISN/RPS), 2003 (agantupoBaHo Hamu o [27])

MuHUManbHbIN Me3aHrManbHbI Nonyc-HedpuT HopmaribHbie Kily604ku rpy CBETOBOV
Knace | MUKDOCKOMMM, Me3aHINalbHble NMMYHHbIE
[eno3unTbl Npy UMMYHOITYOPECLEHTHOM
MUKPOCKONUN
MesaHrnaneHo-nponudgepaTnBHbIN Ntonyc-Hedput Me3saHrnarnbHas runepkieToYHoCTb, (ho-
KasibHasi  cerMeHTapHas rnposnugepauymsi
Knacc Il Me3aHrnasbHbIX KNETOK, PacLUMpeHne me-
3aHrnanbHoro MaTpukca, Me3aHrnasbHble
UMMYHHbIE [erno3uTbl
OuaroBblii ntonyc-HedpuT (NopaxeHne < 50 % kny6oY- | AKTUBHBIV Ui HEAKTUBHbIV (hOKaJIbHBIN,
KOB) CErMEHTHbIV NN r1o6asibHbIv S3HOOKAaMuI-
Il A: akTBHOE NOBpPEXAEHME; JISIPHBIV TN SKCTPAaKanusIspHbI rioMe-
Knace Il Il A/X: aKTUBHOE N XPOHUYECKOE MOBPEXAEHNE; PyrioHehpUT ¢ nopaxeHnem < 50 % Bcex
Il X: xpoHnyeckoe nospexaeHune KJ1IyO04KOB, Kak rpasusio, ¢ ¢hoKasibHbIMU
cyb63HA0TENNASIbHBIMWN UMMYHHbBIMU OTJ10-
XKEHUSIMU, C MEe3aHrnasibHbIMyU U3MEHEHUSI-
MU um 6e3 Hux
OundbdyaHbin nonyc-HedpuT (> 50 % Kny6o4KoB): CermeHTapHbIv v rio6asbHbIi SHEO-
— AN AdY3HBIN CerMeHTapHbIA NponudepaTuBHbIN KarnuitisipHbIv U SKCTPaKanusipHbIi
(IV=C) (> 50 % nopa>keHHbIX KIy604KOB C CErMEHTAPHbI- | [FIOMEPYIOHEPPUT C MopaxeHnem 6osiee
MW U3MEHEHMAMM) 50 % kny6o4koB, kak npasusio, ¢ AMgQy3-
Knace IV — Anddy3HbIV rnobanbHbI NnponudepatmeHbiv (IV-T) | HbiMu cy63H[0TEMAaIbHBIMU UMMYHHbLIMU
(> 50 % nopaxeHHbIX KNy6Oo4KOB C rNodanbHbIMU U3- OT/IOXKEHUAMM, C Me3aHrnasibHbIMU U3Me-
MEHEHUSAMM). HEHVAMY N 6e3 HUX
IV A: aKTVBHOE NOBpPEXAEHUE;
IV A/X: akTUBHOE 1 XpOHM4YECKOe MOBPEXAEHNE;
IV X: XpoHnyeckoe noBpexaeHne
Mem6paHo3HbIv ntonyc-HedpuTt [no6aribHble Ui cerMeHTapHble cy63-
nTenuarsbHble Aero3nTbl NPy UMMYHO-
Knacc V r1yopecLeHTHON MUKPOCKOMUU 1 3HAYM-
TE/IbHOM YTOJILLEHNN CTEHKM Kanunspos
KJTy604KOB
Knace VI CknepoaupytoLumii nonyc-Hedoput > 90 % K/y604KOB rngéaano CKJ1epo3upo-
BaHbl 6e3 0CTaTOYHOUM aKTUBHOCTU
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mux MHoroueHTpoBbix ucciaeaoBaHus: EXPLORER
n LUNAR [40, 41], K coxaJleHUI0, UX pe3yJibTaThbl
obuin yapydatromumu. B uccnenpoanuun EXPLORER
He ObLI0 0OHAPYXKEHO HUKAKOW pasHULIbl B JOCTUXE-
HUW TIEPBUIHBIX/BTOPUIHBIX KOHECYHBIX TOUCK MEXKIY
putykcumaboMm u 1iane6o. B aHanmmszax moarpymnmbl
TOJIOKUTETbHBIN 3(PpdekT putrykcumada HaOIIOmAICS
TOJIKO B adpoaMepuKaHCKON/TaTUHHOAMEPUKAHCKOMN
noarpymre [40]. ¥V mamueHToB ¢ mpoardepaTUuBHBIM
BOJJYAHOUYHBIM HepuToM, nosydasiimx MM®, rocie
Jo0aBjieHUs] pUTYKcrMaba He ObLIO OTMEUEHO HUKAKUX
ommuuii (uccnepoBanue LUNAR) [41], kpome Toro,
OIMOPTYHUCTUUYECKUE MH(DEKIIMN BCTPEUaIUCh Yallle y
MalMeHTOB, MOJIyYaBLIMX pUTYKcUMao [42]. DHTy3na3m
ObLT TakKe ocabjeH COOOIIEHUSIMU O Pa3BUTUU MPO-
rpecCuBHOMN MyIbTU(MOKATBLHO JIeiiKosHLIedaTonaTumn
y manueHToB ¢ CKB mocie ieuyeHUsS pUTYKCHMMaOOM
[43]. HecmoTpst Ha pa3odyapoBaHWE MOCHIE KIMHUYC-
CKMX UCTIBITAaHN, BpaueOHOE COOOIIECTBO ITPOIOJIKACT
MIPOSIBIIITh MHTEPEC K aHTU - B-KJIeTouHO Tepanuu, 9To
MPUBEJIO0 K MHUIIMALIUA HECKOJIbKUX IOCJIEeIOBATENb-
HBIX UCCCAOBAaHUI C MCIOJb30BAaHUEM PUTYKCHMAaOa.
RITUXILUP (Trial of Rituximab and Mycophenolate
Mofetil Without Oral Steroids for Lupus Nephritis) —
KJIMHWYECKOe UCHbITAaHWE, IIpeAHa3HAUYeHHOe I
OLIEHKHM TOTO, BO3MOXHO JIU 3¢ (deKTUBHO JieunTh BH

CXEMaMU Teparuu, CoAepKalluMU PUTyKCUMab U UC-
Kmovaomumu nepopainbHbie 'K, MccnemoBaHue c¢
BkmoueHureM 50 namuenToB ¢ BH 111 u V knaccos npo-
JIEMOHCTPUPOBAJIO, UTO PEXUM JIBYX 03 PUTYKCMMaba
o 1000 Mr u MeTuITIpegHN30I0Ha 1Mo 500 MT B Tede-
HUE 2 Hemelb, ¢ JATbHEUIITNM TIepeXoaoM Ha TOIaep-
KuBampolee eueHne MM (Tak Ha3bIBaeMBIil PEXUM
RITUXILUP), mpuBen K MOJHOMY WJIX YaCTUIHOMY
otBeTy B 90 % caydaeB ¢ MmeauaHoil 37 Henenb [44], a
B MeauaHe 65 Hemenb Bcero y 11 mammeHToB ObUIO OT-
MmeueHo obocTtpeHue BH. IlpuMeuarenbHO TakKe, 4TO
TOJBKO JBOMM MallMEHTaM MOTpebdoBagach B JaJIbHEl-
1eM noaaepxkupatoias repanus I'K.

HoBble moaxonpl ¢ aKIIeHTOM Ha LI€JIEBYIO TEPaITUIO
ObLTM pa3paboTaHbl M B HACTOSIIEE BPEMST TTPOXOIST
KJIMHWYECKNE WCIBITaHusd. LImpKympyommuii cTumy-
nstop B-nmuMdbonuros (BLyS) 1oBbIIIeH y ITAaIIMEHTOB C
CKB, a TUTpBI €T0 KOPPENIUPYIOT C AKTUBHOCTHIO 3200~
JICBaHMSI W TIOBBIIICHHBIMY KOHIICHTPAIIASIMYA aHTUTET
K dsDNA [45]. ¥ manueHTOB ¢ CepoIOrMIecKr aKTHB-
Hoit CKB oTtMmeyascs Xopolmii OTBET Ha Teparnuio oe-
JIMMyMaOOM — aHTUTEJIOM, KOTopoe cBsi3biBaeT BLyS u
MHTUOMPYET ero OMOJIOrMYeCKYI0 aKTUBHOCTH [46]. Dd-
(hekTUBHOCTH OeTMMyMaba Obljia JOMOJIHUTEIBHO MO -
TBepxKAeHa B ABYX Oojbluux ucciaenoBaHusx 111 a3z
BLISS 52 [47] u BLISS 76 [48]. B oboux nccienoBa-

IV-V knacc:
BINrH ¢ nonynyHuammn nnv HOM

NHayKunoHHas Tepanus
MM nynbc-Tepanus 0,25-1 r B/B 3 gHA
C nocneqytoLLeii Tepanuei NpegHU30I0HOM
per 0s 1 mr/kr/cyT, makcumym 80 Mr

lI-V knacc:
6e3 nosynyHUi/HOI

WHayKumoHHas Tepanus
MpenHn3onoH per os 1 mr/kr/cyT makcumym 80 Mr
+
MM® (1,5-3 r/cyT) — 6 MecsiueB
unm

+
exemecsyHo nynsc-tepanusa Ld (0,5-1 r/m?) B
TeyeHne 6 mecsiLesB

nynbc-tepanus Li® 500 Mr B/B kaxaple 2 Hefenv
3 mecsua; nynbc-tepanus MIM 0,75 r /B 3 gHA —
B Hayarne Tepanum
unu
L® per os 1-1,5 mr/kr/cyT, makcumym 150 mr/cyt —
2—4 mecsua

OTBET

MoppepxuBatoLias Tepanus
Hwuzkue posbl K — 0,125-0,5 mr/kr/cyT
+
MM® 1-2 r/cyT
unm
asartuonpuH 1-2 mr/kr/cyT
unm
LICA 2,54 wmr/kr/cyT
unm
Takponumyc 0,1-0,2 mr/kr/cyT

PE3NCTEHTHOCTb

LI® Bmecto MM® nnu Hao6opoT
mnm
[,06aBUTb PUTYKCMMA6

PucyHok 1. Cxema sie4eHUs1 BOTYaHOYHOIro Heghputa

Mpumeyanns: BINIFH — 6bicTpo nporpeccupyrowmii rnomepynoHegpput; HOIN — HapyleHne hyHKUUN MoYekx;
MIT— metnnnpefaHu3onoH; LU®d — ynknogpocpaH; MM®D — mogpeTrna mukogpeHonat; 'K — rnrokokoptukonasl.
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HUSIX OeaMMyMad JOCTUTAJl CBOElt OCHOBHOIM KOHEUHOM
TOUKM 3(PPEeKTUBHOCTU U ObLT og00peH FDA njist neue-
Hust CKB 3a uckioyeHueM TSKeJoro akTUBHOTO JTIO-
myc-HedpuTa WIK MTOpaXKeHUs LIEHTPaIbHONH HEPBHOM
cucteMbl. JlampHeiilme uccieaoBaHUS IS OLEHKU
poJsin 6enrmymada rpu aktTuBHoM BH nipogoskatoTcs.

INepcniekTrBHBIE pE3yJbTaThl ObUIM TIOJTYYE€HBI Ha
srane Il uccnepoBaHuii smpaty3ymadba — TyMaHU3U-
poBaHHOro aHtutena nporu CD22 [36, 49]. 11 da3zy
MCCJICNOBAHUI IIPOXOAUT AaTALMUEIT, COAEpXKALIUIA
pactBopuMblii peuentop TACI, KOoTOpblil CBSI3bIBaeT
U HeiTpanusyetr nuutokuHbl BLyS, APRIL u ux rere-
porpumepsl [50]. B I daze uccinengoBaHus arauuuenT
XOPOIIIO MEePEHOCUJICS U ITEMOHCTPHMPOBAT 10303aBM-
CHMO€ CHIDKEHUE YPOBHE MMMYHOTJIOOYJIMHOB M KO-
JudectBo B-kjerok [51]. OgHako y MauMeHTOB C ak-
TUBHBIM BOJTYaHOUYHBIM Hedputom ¢asa I ucneiranuit
ObLTa IIpeKpalieHa N3-3a YBeIMUeHIS Yrciia MHPEe KT
[51]. Hanbueiimme uccienoBaHus 3(PGhEKTUBHOCTH U
06e3oracHoCTH npernapaTtoB s JdedyeHus BH B HacTosi-
111ee BpeMsI ITPOI0JKAIOTCS.

PeBMOATOUAHBIN OPTPUT

B otnuune oT CHMCTEMHOU KpacHOI BOJYAHKU BO-
BJICUEHHUE TTOYEK MPU PEBMATOUIHOM apTPUTE BCTpe-
yaeTcs He Tak yacTo. CorlacHO TaHHbBIM JIUTEPaTyphl,
pacTpOCTPaHEHHOCTh MTOPaXKEHMST TTOUYEK Y MAIllIeHTOB
¢ PA Bapsupyer ot 5 10 50 % [52, 53]. Tem He MeHee
HedponaTus y mauueHToB ¢ PA sIBjIsIeTCS BaXXHBIM MO-
KaszaTeJieM TUIOXOTO TIporHo3a [54].

®opmupoBanne Hedpomatuu pu PA nMeeT ciox-
HBII MHOTO(AKTOPHBIN XapaKTep U MPOSIBIISIETCST pa3-
JIMYHBIMU KJIMHUKO-MOP(OJIOTUYECKMMU BapHaHTa-
mu. Tak, U3BECTHBI pa3aUuHble KIMHUYECKUE (POPMBI
nopaxeHust mouyek npu PA: 'H, amunonnos, pexe —
pPEeBMATOUIHBIN TpaHyJIeMaTo3 U PEeBMATOMIHBINA Ba-
CKYJUT ToyekK. JIOBOJbHO YacTO BCTPEYaroTCsl SITPO-
TreHHble HedpomaTuu, O0O0YCIOBIEHHbIE MPOBOAMMBIM
JleueHueM: JjekapcTBeHHbIi TWH, wMeMOpaHo3Has
Hedpomatnsi, Me3aHTUOIPOIUGdEepPaTUBHEINA TJIOMe-
pynoHedpur [55]. Takum o0Opa3oM, 3THUOJOTHMYECKU
OYEeHb YCJIOBHO MOpaXkeHre MoueK y 00JbHbIX PA MOX-
HO pa3fe/IuTh Ha 2 TPYIIIBL: BO-TIEPBBIX, HepOomaTus
KaK OIHO M3 3KCTPAapTUKYISIPHBIX MPOSIBICHUN WIN
ocnoxHeHuit camoro PA, HaripuMmep, BaCKYJIUT MOYeu-
HBIX COCYIOB, XxpoHndeckuii 'H, BTopuuHbIii aMuiIo-
U103, U BO-BTOPBIX, KaK OCJIOXHEHUE JeKapCTBEHHOM
tepanmuun PA: HIIBII-HedpomaTusi, nekapcTBeHHbII
rioMepyaoHedpur [56].

I'H — nauboJsiee pacripocTpaHeHHBI BapuaHT MO-
yeuyHol martoJjioruu npu PA, ero yacrora cocTaBisieT
17—67 %. Yaiue TeyeHue 1OOpOKaYECTBEHHOE, U, B OT-
JIMYKe OT aMWIOWI03a, PEIKO Pa3BUBAETCS TTOYeTHasI
HenocTaTouyHOCTh. ['H Hambosnee yacto mposBiseTcs
MOYEBBIM CHHIPOMOM, OZHAKO PEIKO MOTYT BBHISIB-
JIITHCS TSKETBIN HePOTUUECKU CUHIPOM, MAaCCUB-
Hasl IPOTEUHYPUs U apTepuanbHas runepreH3us (Al')
[2]. BwimeneHnl (akTOpbl, JOCTOBEPHO aCCOLIMUPO-
BaHHbIe ¢ pa3Butuem I'H y 6onbHbIX PA: HeGonbimas

IJIATEJIbHOCTh 3a00jieBaHUsI, OBICTPOIIPOrPECCUPYIO-
1ee TeYeHue apTpuTa, HATMYKMe CUCTEMHBIX 3KCTpa-
ApTUKYJSIPHBIX TIPOSIBIEHUI, BBICOKAss aKTUBHOCTH
aptpuTa [56].

ITatorenes I'H npu PA sBnseTcd MMMYHHBIM U
TMPaKTUIECKU BCETIa — MMMYHOKOMITJIEKCHBIM [54, 57].
B HacTos11ee BpeMsi MexaHU3M UMMYHOKOMILUIEKCHOTO
MTOBPEXKICHMS ITOYEK JOCTATOYHO XOpOIIo n3ydeH. [1o-
MMaJaoIIre ¢ TOKOM IIJIa3Mbl B IIOYKU M PKYJIUPYIOIINE
uMMmyHHBIe KoMmIuiekchl (LIMK) B ¢dusnomornueckux
YCIIOBUSX MO0 YAAISIIOTCS ¢ MOYOM, 1100 MomamaroT
B MeE3aHTuii, Tae (harouuTUPYIOTCS Me3aHTMaJlbHBIMU
MakpodaraMu, a TaK>Ke pacTBOPSIIOTCS 3a CYET MECTHOM
aKTUBALIMU KOMITJIEeMeHTa. MI30bITOUHOMY OTJI0XEHUIO
LMWK B Me3aHIMU CTOCOOCTBYIOT 3 IpYIIbl (haKTOPOB:
cBoiictBa camux LIMK — ux 6o1b110# pazMep U rioxast
pPacTBOPUMOCTbh, 3aBUCHINAS OT aKTUBAIIMU CUCTEMBI
komriemeHnTa (toxo ymansiorcest [IUK, conmepxarme
IgM u3-3a ux 6ombioro pasmepa, u IgA us-3a ciaboi
aKTUBAlIMM KOMILJIEMEHTA); IOBHIIIEHHOE 00Opa3oBa-
nue LIMK BcnencTBue, HarpuMep, XpOHUYECKOTO BOC-
MHaJeHUsI, U MOBBIIICHUE BHYTPUKITYOOUKOBOIO aBe-
Hus [56, 57].

Tucmonamonoeuueckue usmenenus novek. HeszaBu-
CHUMO OT NPUYMUH TMCTOJOTMYECKME BapUaHThI IOpa-
JKEHUSI TTOYEK y TalMeHTOB ¢ PA mipencraBieHbl Me3aH-
TUAJTbHBIM TIPOJU(EPATUBHBIM TJIOMEPYJIOHE(PPUTOM
(mrnI'H), meMOpaHo3HOU HedponaTueil, 00e3HBIO
MWHUMaJIbHBIX U3MEHEHU, TTOYeYHBIM aMUJIOUI030M
U 1aXe 9KCTPaKaMWLIIpHBIM npojudepatuBHbiM [ H 1
TUH [55, 58]. YacroTa rmomepysioHehpuTa 1 aMUTIOU -
npo3anipu PA cocraisiet 60 1 20—30 % cOOTBETCTBEHHO.
Yamie Bcero mpu PA obGHapy:KMBaeTcss Me3aHTUOIIPO-
nudepatuBHblil (34 %) u Mmembpanosusiii (31 %) TH,
ropasjio pexe — INIOMepPYJIOHEDPUT C MUHUMATbHBIMU
usmeHeHusmMu (11 %) u MeMOGpaHonpoa(epaTUBHbBINA
(7 %) [59]. o mauueimM H.J. Helin u coasr. (1995) [60],
Yy NallMEHTOB C U30JMPOBAHHOI NMPOTEMHYPUE oaruHa-
KOBO YacCTO BBISIBIISUICS ME3aHTHOIPOIMbepaTUBHBIN
u MembpaHo3Hbiii I'H. ¥V maumeHTOoB ¢ remMarypueil B
JIBa paza yaille OOHapyXKMBaJM Me3aHTHOMpoaudepa-
tuBHbINA ['H [60]. Takum o6pa3oM, Harbosiee YaCcThIMU
TMCTOJIOTUYECKUMHU BapuaHTAMU TTOPAKEHUST TIOUEK y
mareHToB ¢ PA saBistorcst mrnl’H ¢ Me3aHrmanbHoOM
UHOWIbTPALIUEH TPEUMYIIECTBEHHO WMMYHOTJIOOY-
JquHaMu M n A 1 MembOpaHo3Hast Hedpomatus [55,
58, 61]. B pasBuTuu nocienHeil BeAyIIYIO pOJIb UTPAET
MPUCYTCTBME YEJIOBEUECKOTO JEHKOLIMTAPHOIO aHTUTe-
Ha (HLA)-DR3 y nanuenToB ¢ PA. XpoHuueckuii uiu
octpeli TUH manudecTupytor y mauueHToB ¢ PA n0-
CTaTOYHO peaKo [62].

MewmOpaHo3Has  HedpomaTusi, KakK IpaBuio,
BTOpMYHA U OOYCJIOBJIEHa XPOHUYECKUM IPUEMOM
HIIBIT, DMARDs, ocoGeHHO coeauHEeHMI 30JI0Ta,
D-nenuimuiaMmuHa, nukiocnopuna A [62]. MHrubu-
TOpbI (hakTopa Hekposa onyxoin (MPHO) Ge3omacHbl
st mauueHToB ¢ XBIT n He nMeroT He(POTOKCUYECKO-
ro addekra [63]. AMmwIONI03 IMOYEeK — HauboJiee pac-
MpocTpaHeHHasl MpuynHa obicTporo pa3sutus XbIT u
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SIBJISIETCSI OCHOBHOM MPUYMHOM reMoauannu3a u CMepTU
y nauueHTtoB ¢ PA [58]. TloyeuHslii aMuiIonao3 mnpu
PA, 00b1YHO TIpeacTaBAeHHBIN AA-aMUTOUI030M, BO3-
HUKaeT y MallMeHTOB C BHICOKOW aKTUBHOCTBIO apTpH-
Ta, C IJINTEJIbBHBIM aHAMHE30M U JECTPYKTUBHBIM TIO-
paxeHueM cyctaBoB [64, 65]. [1almeHThI ¢ BTOPUYHBIM
AA-amunounnozom Ha ¢oHe PA mMeroT BHICOKMIT pucK
CMEPTH, 3HAYUTEIHLHO XYAIIUN ITPOrHO3, BBICOKHE IO~
KazaTeu MH(PEKIMOHHBIX OCJIOXHEHUIN U COIMYTCTBY-
IOIMe TIOpPaXKEHMSI CEPAeUYHO-COCYIUCTON CUCTEMBI
[66]. Cnemyer OoTMETHUTh, 4TO AA-aMUJIOUI03 TaKXKe
MOXEeT PEUMAMBUPOBATb B a/UIOTPaHCILIaHTaTe MpU
TUIOXO KOHTPOJUPYEMOIt aKTUBHOCTHU OOJIE3HU.

B peanbHOIl KIMHWYECKON MPAKTUKE HO30JOrMYe-
CKMI nuarHo3 3aboJjieBaHus nouek npu PA, kak mpa-
BUJIO, YCTaHABIIMBACTCS IIPU ITIOSIBICHUU KIMHUKO-
JTAbOPaTOPHBIX KPUTEPUEB, BAXKHEUIITNM M3 KOTOPHIX
SIBJIIETCSI TIPOTEMHYPHS, B TO K€ BPeMsI U3BECTHO, UTO
MIPY MAJIOCUMIITOMHOM T€UCHUHU HapylIeHNe (PYHKINI
TOYEK MOXKET Pa3BUBAThCSI M 0€3 HAIMUMST IIPOTEHHY-
pum [52]. Hanuuue mpoTenHypur U MOYEBOTO Ocaaka
y manyeHToB ¢ PA 10/KHO HACTOPOKUTL PEBMATOJIO-
OB WM He(hPOJOroB ISl Ha3HAYEHUs TTOCASAYIOINX
obcnenoBaHuii. KauecTBeHHBIN cocTaB Oejika B 0011IeM
aHaJu3€¢ MOUYM Pa3HUTCS B 3aBUCUMOCTU OT TUCTOJIOTH-
YeCKOW KapTHUHBI MopaxeHus modek. IIporeumHypus,
BbI3BaHHas1 MeMOpaHO3HOW Hedpomnatueir, mrnl’ H u
00JIE3HBIO C MUHUMAaJIBHBIM U3MEHEHUEM, B OCHOBHOM
npeacTaBieHa anboyMruHaMu. C Ipyroii CTOPOHBI, ITPO-
TEUHYPUSI, COCTOSIIIAST U3 OTHOCUTEIHHO HU3KOMOJIEe-
KYJIIPHBIX O€JIKOB, TAKMX KaK JICTKHE IIEITH UMMYHOTJIO-
OynunoB (6enox benc-/Ixonca), o,-MUKPOrI00yINH,
B,-MMKpOrIo0yauH, (3,-MUKpPOrIoOyanH, uuctaTud C
XapaKTepHBI IS MallieHToB ¢ PA B coueTaHuu ¢ aMu-
nonpo3om rmoyek 1 TUH.

Benenue maumeHtoB ¢ PA ¢ mopaxeHuem Mouyek
JOJKHO OBITh MHAMBUAYaIU3MPOBAHO B 3aBUCUMOCTHU
OT NMpu4yMH U ¢Gopmbl Hedpponatuu. B ciydyae mem-
OpaHo3Hoi Hedpornatuu unu Mrinl'H BcieacTBue He-
¢dporokcuyeckux npemnaparon, Takux kak HITBIT unu
DMARDs, HeoOxoguMoO MNpearpUuHATh MOMBITKU 3a-
MEHBI WJIM OTMEHBI TIperapaToB MPH TIIATSIHbHOM KOH-
TpoJie akTUBHOCTU 00J1e3HU PA. TTockonbKy pa3Butue
TMMOYEYHOTO aMIJIONI03a KOPPEIUPYeT ¢ aKTUBHOCTHIO
3a00seBaHus, d(PPEKTUBHBI KOHTPOJb TeueHUs: PA
WUTpaeT BaxXKHYIO POJib B PA3BUTUM U JICUCHUU JAHHOTO
OCJIOXKHEHUS.

B psnme wuccinenoBaHuWili MoKaszaHO YMEHBIIEHUE
npotenHypun 1 yBenmueHne CK® Ha poHe geueHUs
n®HO y naunentoB ¢ AA-amunonno3om [67]. Ectb
JaHHbIe 00 3()(hEeKTUBHOCTHU dTaHepienTa [68] U UH-
daukcumaba [69] y TaKMX MALMEHTOB, TOATBEPXKIEH-
HBbIE YJIydllIeHWeM KJIMHUKO-Ta00paTOPHBIX TOKa3a-
TEJEN.

[IpumegarenbHO, UTO HE BCETAA CIICIIMATMCTHI-PEB-
MAaTOJIOTW O0OpaIllaloT BHUMaHWE HA paHHUE IIPOSIBIIC-
HUs (HYHKIMOHAIBHBIX TOYSYHBIX HApYIICHUI, 0CO-
OCHHO TPU YMEPEHHOM BBIPAXKEHHOCTU MPOTCUHYPUH,
XOTSI TEMITbl CHIKeHUsI (DYHKIMY IToueK rmpu PA moryT

OBITb JOCTATOYHO OBICTPBIMU, OCOOEHHO B IMOXUJIOM
BO3pacTe W MpU acCOLMALIMU C CEPACYHO-COCYAUCTOU
TaTOJIOTUEH.

CucremMHas CKAepoAEepMUS

CucremHast ckiepopepMusi  (MIpOTpecCUpyommit
CHUCTEMHBIN CKJIEpO3) — CTAJAMIHO TpOTEKalolee Mo-
JIMOopraHHOe 3a00JIeBaHNE C XapaKTePHBIMU Ba30CIia-
CTUYECKMMHU COCYIUCTHIMU PEAKIIUSIMU T10 TUITY CHH-
npoma PeitHo u obauTepupylolieii BacKyaoIaTuein ¢
UIIEMUYECKMMU HapyIIEHUSIMUA, TPU KOTOPOM pas-
BUBAIOTCS CIlelbUIecKrue ayTOMMMYHHbBIE PacCTpoOii-
CTBa, CONpPOBOXIAMIIMECsS akTuBauueir Guodpo3o-
00pa3oBaHUs U M30BITOYHBIM OTJIOXEHHWEM KoJjulareHa
B TKaHsx [70]. BucuepanbHbie nmopaxeHus npu CCIQ
BKJTIOYAIOT MHTEPCTULIMAJIbHBIIN JIETOYHBIN (UOPO3, T1-
TMOTOHUIO TTUIIIEBOAA Y IPYTUX OTAEJIOB KTy TOUHO-KH -
IIEYHOTO TPAKTa, PECTPUKTUBHYIO KaPAUOMUOIIATAIO 1
3a001eBaHUS TTOYEK.

IMopaxenune mouexk mpu CCI BappupyeT OT He-
3HAUUTEJILHOW MPOTEUHYPUU C COXPAHEHHOM WX HE-
3HAUYUTEJIbHO CHIKEHHOI CKOPOCThIO KIIyOOUYKOBOM
dunbrpaiu (CK®) (CK® < 90 mu/mun/1,73 M?> u
CK® < 60 mu/mMun/1,73 M> COOTBETCTBEHHO) 10 00-
Jiee BBIPAXXEHHOI'O CHMXEHMSI MOYEYHOIo KPOBOTOKA
C HapylleHrueM (PYHKIUU MOYeK BCIACACTBUE Pa3BUTHUS
Me3aHruonponudepatupHoro I'H u Tsxesmoro octporo
nioBpexxaenust mouku (OITIT) u/vnm pa3BUTHS TEPMU-
HQJIBHOW XPOHWYECKOW MOYEYHOU HETOCTAaTOYHOCTHU
[71]. Cpenu miposiBIeHMH, CBUIETEIHCTBYIOIINX O Cy0-
KIMHUYECKOM TTIOPAXKEHUH TOYEK TIPU 3TOM 3a00seBa-
HUU, CJICIyeT OTMETUTE: 1) M30JUpOBAaHHOE CHIKCHHE
CKOPOCTHU KJTyOOUYKOBOI (hMIIBTpAIIMK; 2) YBEIUUCHUE
MHJIEKCa PEe3UCTUBHOCTU TMOUYEUHBIX COCYIOB; 3) CHU-
JKEHHUE TTI0YeYHOro (PyHKIIMOHAIbHOIO pe3epna [72].

Haubonee rpo3Hoe M XOpOIIO M3BECTHOE MoOpa-
xeHue nouek npu CCJl — ckiepoaepMUUeCKUil TMo-
yeuHblii kpu3 (CITK), oOyclnoBaeHHbI WU30LITOYHOI
SKCIIpecCHeil TPOBOCTIAIMTEIbHBIX [IMTOKMHOB U ObI-
CTPbIM CHUXeHMeM (yHKIuM mnouyek [72]. HacTbiMu
xkmnHmYecknMu  cumntomamu CITK sBistfoTest: 3710-
KayeCTBeHHAs] TUIIEPTEH3UsI, TOJIOBHAsI OO0Jb, JIUXO-
panka, crabocTb, OIBIIIKA, TIPOTeUHYpHUs (10 Hedpo-
TUYECKOTO YPOBHSI), TeMaTypusl, TUIEPTOHUYECKAs
petnHonatus u sHuedanonatusa [73]. Penkue cinyyan
CIIK MoryTt HabmonaThes 6€3 TUIMMYHBIX CKIIEPOIep-
MMYECKUX KOXHBIX TTPOSIBIICHUI U Jaxke ITPpU HOpMaJsib-
HOM apTepraJbHOM HaBAEHUU, YTO CUYUTAETCS TLJIOXUM
MPOTrHOCTUYECKUM MPU3HAKOM M aCCOLIMUPOBAHO C
0oJiee BBICOKO CMEPTHOCTbIO M paHHE HeoOXOomu-
MocTbhio auanusa [74]. HopMoToHUUYEeCKUI MOYeUHbII
KpU3 4Yalie HaOJogaeTcs Y MaldeHTOB, TOJy4aBIINX
Boicokue no3bl ['K (B ucciaenoBanum «cirydait — KOH-
TPOJIb» ObIJTa TTOKa3aHa 3HAYUTEIbHAST TTOJIOKUTEThHAS
acconmanust Havana CIIK ¢ mpomomKuTenbHOCTHIO
tepanuu Boicokumu pozamu 'K 6omee 15 r/cyt) [75].
CIIK pa3zBuBaetcst npuMepHo y 5 % marmenros ¢ CCJI,
4acTO COMPOBOXIACTCI TEMOJIMTUYECKOM aHEMUEH C
IIUCTOLIMTAMU, TPOMOOLIUTOIIEHUEH, TPOMOOTUYECKOI
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MUKpOAHTMOINaTuel, pa3BUTUEM HEBPOJOrMUYECKOM
cumnromatuku [74]. I'pynnoii akcrneptoB MexayHa-
POIHOTO OOIIECTBA 110 U3YYCHUIO CKIIEPOIEPMUIECKO-
ro nouyeyHoro kpusa (ISRCS) [76] npemioxeHo aua-
THOCTHPOBaTh TUIepTeH3nBHBIN BapuaHT CIIK mpu
HAJIMYUW CIEeTYIOMNX KPUTEPUEB.

Jluaenocmuueckue xpumepuu
no4euno20 Kpu3a

1. BuepBbie BO3HUKINAS apTepPUAIbHAS TUNIEPTEH3HUS,
onpenesiemMas Kak:

a) CA > 140 mMm pT.cT.;

6) Al > 90 MM pT.CT. HE MeHee IBYX pa3 (M3Mepe-
HUi1) B TeueHue 24 u;

B) yBeauueHue CAJl > 30 MM pT.cCT.;

r) yBeauueHue JJIAJL > 20 MM pT.CT.

2. OaMH U3 NATH CJIEAYIOIMX MPU3HAKOB:

— yBEIMYECHNE YPOBHS KpeaTUHWHA CBIBOPOTKHU Ha
50 % wnu 6oJiee OTHOCUTETBHO 6a3aTbHOTO YPOBHST TN
Ha 120 % wnu GoJiee OT BepXHEl rpaHULIBI HOPMBI IS
JNAHHOW J1abopaTtopuu;

— npoTenHypus 2 uiau dojee +;

— reMarypusi 2 uiu 6osee + wiu 6omee 10 KJIeTOK B
M0JIe 3peHUSI;

— TpoMbonuroneHus meHee 100 x 10°/71;

— reMoJjiMTAYecKasl aHeMus (B TOM 4ucCJIe OOHapy-
XKeHUe (ParMeHTOB 3PUTPOLIMTOB, IMUCTOLMTOB WU
PETUKYJIOLIUTOB).

B xauecTBe BO3MOXKHOIO KPUTEPUST TAaKXKe paccMma-
TPUBAJIOCH PAa3BUTHE TUIIEPTEH3UBHON 32HIIEdOIIOMNa-
THN.

TakuM 00pa3oM, HU M30JIMPOBAHHOE ITOBBIIICHUE
apTepUabHOTO AaBJICHUS, HU M30JMPOBAHHOE ITOBBI-
IIeHWe YPOBHS KpeaTHMHWHA HE SBISIOTCS TOCTAaTOU-
HBIM OCHOBaHMEM JJig yctaHoBleHus1 auarHo3a CITK.
I'pynna skcneptoB ISRCS mpemnoxuna guarHOCTU-
poBaTh runepreH3uBHbIl BapuaHT CITK npu Hanuuun
CJIeAYIOIIUX KPUTEPUEeB — OIUH U3 KPUTEPUEB MEePBOI
IPYMIIbl + OMWH U3 KPUTEPHUEB BTOPOI, IIPU 3TOM IIPO-
BeJeHNEe OMOIICUM TTIOYKM HE paccMaTpUBaeTCs Kak
00s13aTeIbHBIII KOMITOHEHT TOATBEPKACHUS TMarHo3a
CIIK [70].

®axropamu pucka pazsutus CITK sBisoTes: paH-
g muddysHas dopma CCJ (muTebHOCTBIO 0 5
JIET); OBICTPO MPOTPECCUPYIONINTH CKIIEPO3 KOXW; HAJTU -
ype antutea K PHK-nmonmMepase-3; neyeHne BEICOKU-
mu go3amu 'K (6osee 15 Mr/cyT B MpeaHU30JOHOBOM
9KBUBAJICHTE B TeYeHUE 6 IIPEAIIECCTBYIOIINX MECSILIEB);
HocutenbctBO HLA-DRBI1*0407 1 DRB1*1304; yBe-
JuyeHue ypoBHsa sCD147. He gaBasiorcst pakTopaMmu
pucka paszsutus CIIK craemyroniye o0CTOSTENbCTBA:
noBeilieHre AJl B aHamMHe3e; M3MEHEHUE MOYEBOTO
ocajika; MpeIIecTBYIOIIee TOBBIIIEHNE YPOBHS Kpea-
TUHWHA; aHTUTeJIa K Tormon3soMepase-1 (Scl-70), n3me-
HEHME TIOUYCYHBIX COCYHOB [72].

Huddysnasa popma CC (nCCJI) paccmarpuBaeTcst
Kak olvH 13 ocHOBHBIX (hakTopoB pucka CIIK. B rpym-
ne naureHToB ¢ ACCJl y 20—25 % paspuBaetcs CIIK,
yt0 cocTaBisieT 75—80 % Bcex ciaydaeB CIIK [77]. Boi-
SIBJICHUE TIallMEHTOB, Y KOTOPBIX B MOCIEIYIOIIEM, Be-

CKAepPO0epMUMECK020

posiTHO, pazoBbeTcst 1CC/, siBsieTcst KpaliHe BaXKHBIM.
VY Takux maueHToB, Kak MpaBUIo, CAMITOMBI 3a00Jie-
BaHUs HaOIIOMAlOTCsSl MeHee rofa, 4acTo OTMedaeTcs
MOJTMAPTPUT WM apTParuu, MOAYIIKOOOpa3HbINH WIn
TUTOTHBIN OTEK KUCTEH W CTOI, TYHHEIBHBI CHHIPOM
3aMsICTHOTO KaHama. B kadecTBe «KpacHoro iara»
pasButusa aCCJ MoOXeT paccMaTpWBaThCS CUMIITOM
KPETUTAILINHI CYXOKWJINI, KOTOPBIN BBISIBISIETCS TTOYTH
y 65 % ¢ nCCJ] 1 MmeHee ueM y 5 % NauueHTOB C JINMU-
tupoBaHHOI (opmoit CCI [72]. DKcnepThl cXOaSITCs
BO MHEHMU, YTO OBICTPOE MPOIrpeccupoBaHue CKIEpPO-
3a KOXMU BBICTYIAeT HE3aBUCHMBIM MPEIUKTOPOM pa3-
Butusg CIIK. ¥ GonpmmHcTBa mamueHToB (10 75 %) ¢
nuddysHoit popmoii cuctemHoro ckieposa CITK pa3z-
BUBAETCS B CPOK OT 7,5 Mecsua ao 4 net [77].

Oco00 MHTEpEeCHOW MNPEeACTaBISECTCS KOPPEISILNs
CEPOJIOTUYECKUX MapKEePOB C PUCKOM Pa3BUTHSI TTOYEY -
Horo moBpexacHus npu CCJ. Tak, anturena k PHK
noaumepase 11 gaBisgioTcs Mapkepom pucKa pa3BUTHUS
OCTpPOTO TTOBpeXAcHMS mouek, B Tom uncie CITK, Torma
KaK MIPUCYTCTBUE aHTULICHTPOMEPHBIX U aHTUTOIION30-
MEpa3HbIX aHTUTEJI yKa3blBaeT Ha OTHOCHUTEJIHLHO OJa-
TroTNpUsITHOE TeyeHue Hedpomnatuu [78].

B 1o Bpemsi kak pacrnpoctpaHeHHocTh CIIK B
Hacrosilee BpeMsl olieHuBaeTcs B 2—5 %, ropasno
yaire — B 10—55 % ciydaeB, a 1o JaHHBIM HEKOTOPBIX
uccienoparenein — gaxe 10 80 % [70], y mauuMeHTOB C
CCJl ormeuaeTcsl aCMUMIITOMAaTUYECKOE CHIDKEHUE 110~
YyeyHOU (yHKIMU («HEMasi ypeMUs»), 0O0yCIOBJIEHHOE
HaJIMIMeM MHOXECTBEHHON MyJIBTUMOPOMIHON M KO-
MOpPOMIIHOW TATOJIOTUU, ACCOIMUPOBAHHON C pa3BU-
tueM XBII [1]. ®opMmupoBaHue U MPOrpeccUpoBaHKe
XBIT y 6onpubx CCJI accouuunpyercsi, ¢ OHOM| CTOPO-
HbI, C aKTUBHOCTBIO COOCTBEHHO CHUCTEMHOI'O CKJIEPO-
JIEPMUYECKOTO MpOolLiecca U BhIPaskeHHOCTbIO OPTaHHBIX
MopaxxeHuii: Muokapauochudbposa, HEZOCTaTOYHOCTU
ATPUOBEHTPUKYJISIPHBIX KJIallaHOB, JIETOYHOUW TMIIep-
TEH3WH, a C APYTOM — C HaJTMIUEM OOJIBIIIOTO CIIEKTpa
COIyTCTBYyIOIIeH maToysoruu: Al', caxapHoro nuabera,
UiIeMuJyecKoi 6oie3Hu cepaua u ap. [79].

Tucmonamonoeuueckue uzmenenus nouex. Ilpu Tu-
CTOJIOTUYECKOM WCCJIeIOBAHUM OuoMNTaTa MOYeK 00-
HapyXXMBalOT HaOyXaHWEe SHIOTCIUABHBIX KJICTOK B
KJIyOOUYKax, OTCJIOWKY SHIOTEIUS OT TIIOMEPYISIPHOU
6aszaabHOI MeMOpaHbl, TPOMOO3 KaUJIJIIPOB U CMOP-
IIMBaHUE KaNWUISIPHON CTEHKM, aHeBPU3MaTUYECKOE
paciMpeHue apTeproi, TPOMOOHEKPOTUUECKHUE U3Me-
HEeHMS, MpoJrdepalnio SHA0TEIUs ¢ popMUpOBaHUEM
TJIOMEpPYJIOUAHON CTPYKTYphl [73]. B aprepusix BbIsIB-
JISIIOT YTOJIILIEHE MHTUMBI C KJIETOUYHOM mposaudepa-
el («IyKoBUYHas 1Ieayxa»), HaOyxaHue SHAOTeIus
(aHAOTENMO03), TPOMOO3 U KOPTUKAJIbHBIN HEKPO3, UTO
YKa3bIBaeT Ha MPOYHYI0 B3anmMocBsa3b Mexay CIIK u
noueuHo# Backyomarueit. Jlmarno3 CITK moarBepxk-
JaeTCSl HATMINEM TPOMOOTHICCKOM MUKPOAHTUOIIATUI
mpu Heppodmnoncun. CocyaucTsie U3MEHEHUS COIIPO-
BOXXIAIOTCSI HAKOIIJICHMEM MUKCOUIHOTO MaTepurara.

[Iporno3 mamueHntoB ¢ CIIK 3HauuTe bHO YIyd-
IIWJICS C MCIIOJb30BaHMEM WHTMOUTOPOB aHTMOTEH-
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s3uHnpeBpainawinero depmenra (MAIID) [71, 73]. B
psine uccienoBanuii [76] neyenue MAIID Gbuio CBSI-
3aHO C JIy4YIlleil BbDKMBAEMOCTBIO TTAIIMEHTOB B Teue-
Hue 1 roma (75 npotus 15 %) co 3HAUUTENBHBIM ITO-
KazarejieM COXpaHEHMSI M BOCCTAHOBJICHUS TTOYEYHOU
¢yuxuuu. Kanronpun sBiseTcsl MpearnoYTUTeTbHBIM
CPEICTBOM JUISI JICUEHUSI, YTO OOYCIOBJICHO CaMbIM
OOJIBIIIM OITBITOM €TO IIPUMEHEHMSI IIPU STOM COCTOSI -
Hun [78]. Tepanusa nAIl® gomkHa TPOIOIKATHCS U BO
BpeMs avanu3a. HasHaueHue MOMOJIHUTEIbHBIX aHTH-
TUIIEPTEH3UBHBIX IpernapaToB (0JOKAaTOPhI PeLenTo-
POB aHTMOTEH3MHA, 0JIOKATOPhI KaJbLIMEBBIX KAHAJIOB,
anbda-aapeHOOJIOKATOPhl W/WIM MUHOKCUIMI) SIB-
JISIeTCsl 00s13aTeJIbHBIM, €C/Id He JOCTUTHYTHI 1ieJeBble
3HAUeHUs apTepuanbHOoro gasiaeHus [70], mpu 3TOM
B-61okatopsl mpoTuBonokazaHbl. 'K HOJKHBI OBITH
otMeHeHbI Tipu pazsutun CITK.

PesynbraThl TOCIEMHUX WCCIENOBAHUIN JEMOH-
CTPUPYIOT, YTO TEMOAMAIN3 TPeOyeTcs MOJOBUHE Ta-
mueHToB ¢ CIIK n11bo m3-3a Teperpy3km 00beMOM
BCJICAICTBUE CHUKCHUS MOYECUHON (DYHKIIUM WU IUIS
KOHTPOJISI apTepHabHOIO JABJICHUS MPU PE3UCTEHT-
Hoii Al [74]. IIpu onTuUMalbHOM Teparmuu BO3MOXKHO
npepBath auanu3 y 16—55 % 6onbhbix ¢ CITK. Kpome
TOro, IIpM HebnaronpusaTHLIX BapuaHTax TedeHust CITK
TpaHCIIAaHTalUSl TTOYKU MOXKET ObITh €IMHCTBEHHBIM
BapMaHTOM JIEUYEHMS, HO MOpaxkeHWe IPYIMX BHCIIE-
paJIbHBIX OPraHOB MOXET CYIIECTBEHHO OrpPaHWYUTH
MPOIOKUTELHOCTE XXU3HU [73]. JIOTIOJTHUTETEHO TTpU
CIIK pexoMeHI0BaHO WMCIOJIB30BaHUE MJIOTIPOCTA —
CTaOWIBHOTO aHajora MPOCTAlMKINHA, 00J1a/1al011eTo
Ba3OAMJIATUPYIOIIMMU M aHTUATrPeraHTHBIMU CBOM-
crBamu. [Ipy BHYTPMBEHHOM WCITOJIB30BAaHUU WJIO-
MPOCT YBEJIMUMBACT MOYCUHBIN IJIa3MOTOK, PaCIIMpPSIs
MPUHOCSIIYIO ¥ BBIHOCSIIYIO apTepuoibl [80].

PaznuuHbie OuMOJOTMYECKME areHThl, BKJIIOYAs
uaruouropel TGF-o, aHtu-CD20 (puTykcumaob),
MOHOKJIOHAJTbHbIC aHTUTENa K UHTEPICHKUHY-6, 311y-
JIM3yMad M WHTUOUTOPHI TUPO3MHKUHA3BI, TTPOXOISIT
HCCIeNOBaHUS 1151 OLEHKU 2(hGEKTUBHOCTU Tepanuu
CIIK [81].

MNepBuYHbLIM CUHAPOM LLlerpeHa

IMepBuunsbrii cuaapom lerpena (ITCIL) sBaseTcs
ayTOMMMYHHBIM 3a00JieBAaHUEM HEU3BECTHOI 3TUOJIO-
MU, XapaKTePU3YIOLIUMCS IOJIMKIOHAIbHON aKTHBa-
e B-xieTok, a Takke TuMbOoLUTapHOM MHOWIbTpa-
LMY 3K30KPUHHBIX 3KeJie3, MPUBOASIIICH K pa3BUTUIO
CYXOro KepaTOKOHBIOHKTMBUTA M/WJIM KCEPOCTOMUU
[82]. DkcrparnannynsipHeie npossiaeHus [TCHI — sTo
BOBJICUCHHE JIETKNX, KPOBEHOCHBIX COCYIOB, KOXKU, Ke-
JIYIOYHO-KUIIIEYHOTO TPaKTa, IICHTPAIBLHON 1 TTeprde-
PHUYECKOI HEpBHOM CUCTEMBI, CKEJICTHOM MYCKYJIaTyphI
u 1ouyek. HeobxomuMo OTMETUTH, UTO BCE OOJIbHBIC
IICI HaxomsgTcsT B TPYIINE MOBBIIIICHHOTO PUCKa pa3-
BUTHST HEXOKKUHCKOM B-kierounoit numcbomser [§3].
Bropuunslii curaapowM IllerpeHa cBsizaH ¢ IPYTUMU PEeB-
MaTUYeCKUMU 3a00eBaHusIMU, TakuMu Kak PA, CKB,
CCI u npyrue.

IMopaxenue nouek nipu ITCII BcTpeuaercs y 4,2—
67 % mauneHToB [84]. CyliecTBeHHbBIN pa3dbpoc 00y-
CJIOBJIEH Pa3WYHBIMM AWATHOCTMYECKUMM KPUTEPH-
SIMU, IU3aiTHOM WCCJICNIOBAaHUN W MaJOYUCICHHBIMU
KOTOpTamMu TalMeHTOB. [IporHO3 TMopaxeHus MoYeK
nipu [TCII oTHOCUTENTEHO OIATOTIPUSTHBIN, a IIPOTPEC-
cupoBanue XbII BcTpeuaercs noctatouHo penko [85].

IMopaxenue nmouek nipu [TCLI Moxer nposiBASITH-
Ccs B Pa3IMYHBIX KIMHMYECKUX (popMax, TaKUX KakK
OCCCUMIITOMHBIC M3MEHEHMSI B aHaJIM3aX MOYM, IIO-
yeuHblii TyOy sipHblii aumno3 (ITTA), cunaopom Dan-
KOHM, HecaxapHblii nuaber, MoueKaMeHHasi 00Jie3Hb,
I'H u TUH [84]. CnenoBaTeabHO, MOpaXXeHUE TMOYEK
npu T1CII B ocHOBHOM TpeacTaBiAeHO TyOyIsIpHON, a
He KJyboukoBoit aucdyHkuueit. Haubonee pacmpo-
CTpaHEHHOE KJIMHNYECKOE MPOSIBIICHUE — TUCTATbHbBIN
alMI03 MOYEYHBIX KaHaIbIIeB | THIa, TpUBOASIINIL KaK
K HEBBIPAXKEHHBIM KIIMHUIECKUM CUMIITOMAaM, TaK U K
MOTEHIIMAIBHO OTACHBIM JUISI KU3HU OCJIOXHEHUSIM,
TaKUM KaK TUMOKajueMudeckuii mapainy [86]. Ipu
nuctanbHoM IITA (allITA) mpoucxomut HapylleHUe
CeKpely MOHOB BOAOPOAA B IMCTAJIbHBIX KaHAJIbLIaX
U cobupaTrebHBIX TPyOOUKax, MPUBOJISIIIEE K MOCTO-
SIHHO MOBbIIIEHHOMY ypoBHI0 pH Moum (Gonee 5,5) u
CUCTEMHOMY MeTabojauueckoMy auuao3y. MeTabo-
JIMYECKUI aluao3 CIIOCOOCTBYET YMEHBIICHUIO pead-
COPOILIMY XUIKOCTU U B KOHEYHOM UTOTE K aKTUBAIIUN
PAAC. B cBolo ouepenb, MOBBIILIEHHOE 0Opa30BaHUE
HaTpUs ¥ CBIBOPOTOYHOTO aJIbAOCTEPOHA 33 CUET aKTH -
Baunu PAAC nipuBomuT K tunokanueMnu. Kpome Toro,
111 I TTA xapakTepHbI TUIIEPKATBLAYPUS U CHUKEHUE
SKCKPEIH LIUTPATOB C Pa3BUTHEM He(pOKaIbIIMHO3a
n HedpoanuTrasa. IToBbllIeHHAasS 9KCKPeINs KaJIbINS C
MOYOIi B OCHOBHOM O0YCJIOBJIEHA 3alllUTHOM peakiineit
KOCTHOW TKaHM Ha MeTabonmuyeckuii aunnos [87]. Ectb
JlaHHbIE 0 MpoKcuMaibHOM (Tum 1) aninmo3e moyeyHbIx
kaHanbueB rpu [TCI [85].

CumnTombl U npusHaku TWUH, kak npaBuiio, Majio
BbIpaXkeHbl. MUKPOCKOIMYECKass TeMaTypusi U Ipo-
TEMHYpUS, a HE KIMHWYECKUE TPU3HAKU, TaKue Kak
a30TeMUsl, TUIIEPTOHMUST M IUCOaIaHC 3IEKTPOJIUTOB,
xapaktepHbl it TUH. KpoMe Toro, n3oampoBaHHYIO
nporeunyputo npu THUH nocratouHo TtpynHO obOHa-
PYXUTh B JIAOOPATOPHBIX YCIOBUSIX, TOCKOJIBKY IIPO-
TeUMHYpUs, CBSI3aHHAs C TOpakeHHWeM KaHajblieB, B
OCHOBHOM COCTOUT U3 OCJIKOB C OTHOCHUTCIHHO Ma-
JIOIT MOJIEKYIsIpHOM Maccoii. ITauueHTh 00bIYHO Oec-
CUMIITOMHBI, a JWarHo3 YyCTaHaBAMUBAeTCS IIyTeM
HaXOXIEHUS TUIEePXJIOPEMMYECKOro aluao3a ¢ TUmo-
KajueMmueit, mpmyeM B 30 % ciryyaeB JaTEHTHOT'O U A1a-
THOCTUPOBAHHOTO TOJIBKO TTOCJIe KMCIIOTHOM Harpy3KH.

Ectp manneie o TpaHcopmauuu TUH y manueH-
toB ¢ IICII Bo BropmuHEIi (AA) aMWIONIO3, a Cie-
JIOBATEIbHO, Pa3BUTHE TMOYEYHON HEIOCTATOUHOCTH
n Hedporuueckoro cuHapoma [82]. KonueHrtparmus
SSA/Ro, SSB/La, peBmarongHoro akropa, Turepram-
MarIoOyJIMHEMUST TIPSIMO KOPPEIUPYIOT C BO3HUKHO-
BEHUEM U TSDKECTBIO IMOYCYHOIN HEIOCTaTOYHOCTH, YTO
ObUIO JOKa3aHO MpoBeAeHHOI Hedpooduoncueit [85]. B
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JIPYroii KOropTe BCE IMAaLMEHTHI C AWMCTaIbHbIM IOYeY-
HBIM TYOYJISIDHBIM allMI030M KM BBICOKWE TUTPHI
AHTUSIIEPHBIX aHTUTEN, Y-TJIO0YIUMHOB, a SSA- niau SSB-
aHTUTEIa OOHAPYKMBaIUCh Y 85,7 % nauueHToB [88].

Tucmonamonoeuueckue usmenenusi nouexk. Ilpeumy-
IIECTBEHHOE TMOpaXeH!e MOYeK MPU TUCTOJOTHIECKOM
WUCCIEeIOBAaHUN — OCTpbI wian xpoHudeckuii TUH ¢
nedexramu pyHkumu KaHaibieB [85]. Kpome Toro,
OIMMCAHBI TaKKe KIyOOUKOBBIE TTOPaXKEHUSI, KaK KPUO-
IIOOYTMHEMUYECKUA  MeMOpaHonpoau@epaTuBHbI
I'H, oyaroBblii cerMeHTapHbII TJIOMEPYJIOCKIIEPO3, Me-
3aHTUaJbHBIN TponaudepaTuBHbiil ['H, MeMOpaHo3HbIE
Hedponatun U 00JIe3Hb MUHUMAJIBHBIX U3MEHEHMI
[84, 85, 89, 90].

Jleuenue 6oapHbix ¢ TICII ¢ mopaxeHuem To-
4yeK JOJKHO B MepBylo ouepenb BkaouaTh ['K. Kpo-
M€ TOTO, JUIsS TIPEJIOTBPAIeHUS] OMACHBIX IS XXU3HU
OCJIOKHEHUH TpedyeTcs ATUTeTbHOe Ha3HauYeHre Ou-
KapOOHATOB M/WMU 3JEKTPOIUTOB. [lepBoHauanbHAs
no3a 'K o6bruno coctasisiet ot 30 1o 60 mMr (ipubau-
3uTeNbHO > 0,5 MI/KT B IeHb) [84], OTBEeT Ha Tepamuio
I'K y maumnenToB ¢ ITICII nocratrouHo xopouii [85].
Ipu ycnoBum coueranus TUH ¢ I'H npyrue nmmy-
HoJenpeccaHThl, Takre Kak [P, ruapoKCuxIopoxXmH,
MM® n putyKcuMad, MOTYT OBITh TOOABJIEHBI B CO-
OTBETCTBMU C pe3yJbTaTaMu OuMorncuu novex [85, 91].
Jloka3zaHo, 4TO MOcJIe JIeYeHUsT UMMYHOIETIpeccaHTa-
MM (YHKIIMS TIOYeK COXpaHsIach WM YJIydllajgach B
cpenHeM Ha 38 Mmecsiies [89].

Y 6onpmmHcTBa manmeHToB ¢ TUH Ha done TTCI,
noJryyaBiiux tepanuio 'K wim npyrumu mmmyHone-
MpeccaHTaMi, He OBUIO BBISIBJICHO IIPM3HAKOB IIPO-
rpeccupoBanusg XbI1. Tem He MeHee XpOHU3ALIUS U TSI~
xkenbiit TUH BcaencTBue BeIpaxkeHHON MH(PUIBTpALIUN
BOCHAJMTEIbHBIMU  KJIETKAMU, HWHTEPCTULIMATIbHbIE
(GuOpo3HbIe U3MEHEHUST U aTpousl KaHaJIbLIeB MOTYT
MMETb MECTO y TaKMX NaiueHToB. [ToaTomMy peBmMaTo-
JIOTU U HebhpOoJord MOKHBI MPOBOAUTH aleKBaTHbIE
CKPUHUWHTOBBIE TECTHI, BKITIOYAsT CYTOYHYIO TTPOTEUHY-
puro, olleHKy pH Mouu 1 ee OCMOISIPHOCTbB, OIpee-
JIeHUEe KpeaTUHUHA, Kausi, dochopa u bukapoboHATOB
CBHIBOPOTKM KPOBM HE peXke ABYX pa3 B TON Y MAllMeH-
ToB ¢ [ICII ¢ mopaxkeHneMm mouyek u pa3 B rog — 0e3
TtakoBoro [85]. KpoMe Toro, mpu HaTuuum 04eBUIHBIX
MIPU3HAKOB MOYEYHOI BOBJICYUCHHOCTHU CJICAYET HEMEI-
JIEHHO pacCMOTPETb HEOOXOAUMOCTh HE(PPOOUOTICUH.

AepMaTtoMUo3uUT U NOAUMUO3IUT
AYTOMMMYHHBIE MHUOIIATUM, a MMEHHO JepMaTo-
muo3ut (M) u noaumuosut (ITM), umeror obuiue
KJIMHWYECKNE TPU3HAKHM, TaKHWe KaK ITPOKCHUMabHast
MBIIIIeYHAs CJTA00CTh, MUO3WUTHI, HAJTMUINE CITeII(prIe-
CKMX ayTOAHTUTEJI, TIOBBIIIIEHHBIE YPOBHU MBIIICUHBIX
GepMeHTOB, 3JIEKTpOMHUOTpapUIeCKe W3MCHEHUS
W OpraHHBIC MBIIICUHBIC TposBiIcHMUS. HecmoTpst Ha
KJIMHUYecKoe cxoactBo, JAM u [IM paznuyaroTcsd no
JAHHBIM OMOIICUM KOXXHO-MBIILIEYHOIO JIOCKYTa U Ha-
JIMYKUST WIM OTCYTCTBMSI BOBjedeHUsT Koxu [92]. OGa
3a00J1eBaHMS ACCOLIMMPYIOTCSI IIPEXIE BCEIO C OHKOJIO-

TMYECKUMU TIpolieccaMiu, YacTo SIBJISISICh MapaHeoria-
CTUYECKMM CUHIPOMOM, YTO TpeOyeT OIpeaeeHHOro
OHKOCKPWHWHTA TIPW BBICTABJICHUM HAHHBIX AUArHO-
30B. 3JI0KaYeCTBEHHbIE HOBOOOpa3oBaHUsl ObLIM OOHA-
pyxeHbl y 9,4—32 % nanmenroB c IM uy 4,4—17 % y
nauneHToB ¢ [IM [93] ¢ mpeobramaneM ameHOKapIIA-
HoMbl. HabmoneHue 3a nmaunueHtamu ¢ JIM BBISIBUIO
BBICOKYIO CMEPTHOCTh M3-3a paKa WIN ITOJIUOPraHHOMN
HEIOCTAaTOYHOCTHU, TOrIa KakK cMepTHOCTh Tipu [IM
ObLJ1a BBICOKOI M3-3a OCTPOro pabJoMuoIn3a C Nocjie-
NYIOIIMMU TSKEJION TUIlepKajaueMueil 1 MeTaboanuue-
CKUM anuao3oM [94].

Y nmauuenToB ¢ AM u IIM uyale Bcero BbISIBASIIOT
OCTpPBIA TYOYJISIDHBI HEKPO3 KaK MOCJeACTBUE pad-
JIOMMOJIN3a C BbICBOOOXAEHWEM MuoraoouHa. I[lpu
ocTpoM TeueHUH M TsKenast mepCucTUPYIOIast MAO-
TIIOOMHYPUST MOXKET IPUBECTH K PAa3BUTHIO TTOYCUHOM
HEIOCTaTOYHOCTH BCJICACTBHE OCTPOTO MUTMEHT-aCCO-
LIMPOBAHHOTO KaHAIBIIEBOTO HEKPO3a [94].

HeobxomumMo OTMETHTBH, YTO IIOpakeHUE II0YEK
Yalle BO3HUKACT MPU MePEeKPECTHBIX CUHAPOMAX, B OC-
HoBHOM ¢ CCJI.

Tucmonamonoeuueckue uzmenenus nouex. Ilpu IM
MOpP@OJIOrMYeCKUM BapuaHTOM ITOPaXKeHUs KITyOOUKOB
SBJISIETCS MeMOpaHoO3Hasi HedhpoIraTusi, pPeaKo pPeru-
CTPUPYIOTCSI Me3aHTHaIbHbIA WId AU(@Y3HbINA TMpo-
mudepatuBHblii ['H [94, 95]. ¥V 6onbHBIX [TM Benymmm
IMOpakeHNEM KJITYOOUKOB SIBIISICTCS ME3aHTUATbHBIN
nponudepatuBhbiii ['H [96, 97]. 3HauuTenbHO pexke
00OHapyXMBaeTCs JUMIONAHBIN Hedpo3 ¢ (PoKaIbHO-
CerMEHTapHBIM IJIOMEPYJIOCKICPO30M, MeMOpaHO3HAasI
HedponaTus u cepropuntbiii ['H [96].

Boicokue mo3bl opanbHbIX 'K — KpaeyroiabHBbIi
kameHb Tepanuu [IM/AM. Ilo gaHHBIM HECKOJBKHUX
KJIMHUYECKUX UCCIeN0BaHUM, JOMOJIHUTEIbHOE Jieue-
HUE UMMYHOeNpeccaHTaM1, TAKUMM KaK a3aTMOTIPUH
v nukiopochamua, takke mpu [IM — meToTpekcar,
BHYTPUBEHHBIII UMMYHOIJIOOYJIMH M LIMKJIOCTIOPUH A,
npu M — mpoTUBOMAaISIpUITHEIE TIpernapaThl, 0J1aro-
MIPUSITHO CKA3bIBAeTCI HA MCXOAE IMMOYCYHOTO Mopake-
Hus [95].

NMopa)keHne noYyek KaK OCAOXXHEHUue
naroreHetnyeckou repanum C3CT

IMaumentsl ¢ C3CT momyyaioT OOJbIIOE KOJIMYE-
CTBO Pa3HOOOPA3HBIX JIGKAPCTBEHHBIX IIPEIapaToB,
Ha3HavYaeMBbIX KaK C 1IeJbl0 BO3AEHCTBUS Ha MaTOreHe-
TUYECKUE MEXaHU3MBbI 3TOro 3a00jeBaHUs, TaK W UIS
KOPPEKILMU €r0 OCIOXKHEHUMN U JIEYEHUST COITYTCTBYIO-
et maronorur. OCHOBHbBIE, HauboJIee YacTo MpUMe-
Hsemble pu C3CT rpymmnsl JeKapCTBEHHBIX CPEACTB
1 X BO3MOXHbIC HexXeslaTeJbHble 2 (MeKThl Ha (PYHK-
IIMIO TIOYEK TPEeACTaBJICHBI B TA0JI. 2.

Hecmepouduvie npomusosocnasumenshvle npena-
pamol. bnaromaps uMX TMPOTUBOBOCIMATUTEIBHBIM U
aHAJIBIeTUYECKNM CBOMCTBAM 3TO OAWMH M3 Haubojee
YacTO MCITOJIb3YEMBIX JICKAPCTBEHHBIX areHTOB B PEB-
martojorudyeckoil mpaxkrtuke. HITBIT — wmHruoutops
LUMKJIOOKCUT€HA3bl M TpocTarmaHauHos E, u 1, aB-
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JISIIOTCSI MOLIHBIMU Bazoawiatatopamu. OgHO U3 mo-
6ounbix pevictBuii HITBIT — pe3koe cHmkeHne CK®D
[8]. Kpome Toro, aTa rpymma npemnapartoB MUHTMOUpPYeET
BaXXHbIe TOMeocTaTndecKue 3(h(eKThl MpocTariaHmI-
HOB Ha BOCXOJSIIIYIO YacTh MeTJIu ['eHse u cobupareib-
HBIC TPYOOUKHM, TeM CaMBIM YMEHBIIAs MeIyJISIpHBII
KPOBOTOK ¥ BBHI3BIBAas alloITO3 MEIYJIIIPHBIX MHTEp-
cturaabHbIX KiaeTok. Mcmonb3oBanue HIIBII Taxcke
cBs13aHO ¢ octpbiM THUH u 6oyie3HbI0 MUHUMAJIBHBIX
U3MEeHeHui [§8].

DMARDs (memompexcam, npenapamaol 3010ma, NeHu-
yuaramur). MeToTpekcaT MOXET MPEeLUUIUTUPOBATHCS
B MOYEUYHBIX KaHajbliaX 1 BbI3biBaTh OINII. MeToTpek-
caT-UHIYUMPOBAHHBINM He@poTOKCUYecKuii 3P PeKT
Habmonaercd B ~ 2 % ciaydaes [98]. Mcnonb3oBaHue
MperapaToB 30J10Ta, MEHULIWJIAaMUHA WU OYIIUUIaMK -
Ha aCCOLIMMPOBAHO ¢ pa3BuTreM MeMmOpaHo3Horo ['H y
nanneHToB ¢ PA [99].

buonoeuueckue acenmvl. OTHOCUTENIBHO HEIABHO
MOSIBWICSL PSAIL COOOILIEHUI O TOM, YTO OGJIOKATOPHI Ty-
MOPHEKPOTU3UPYIOIIETO (pakTopa o MMEIOT IOTCH-
HUaJIbHO HedpoTokcuyeckre 3dpdeKkTsl. MexaHU3Mbl
MOBPEXICHUS TMOYSYHOM MapeHXMMbI 3aKJIIOUarOTCs B
MPsIMOM TIOBPEXAEHUU BUCLEPATbHBIX 3MUTEIUATb-
HBIX KJIETOK M UHAYKIMU aHTU-dSDNA-anTuren, npu-
BOJSILIMX K MPOTeMHYpUU U TpoaudepatusHomy ['H.
Kpome Toro, mcrnojb30BaHNE 3TUX areHTOB CBSI3aHO C
BBICOKOM TPEIPaCITONOKEHHOCTHIO K MHPEKIIMOHHBIM
3a00J1€BaHMUSIM, KOTOPBIE TaKKe MOTYT OKa3bIBaTh HeE-
TaTUBHOC BIMSTHHAE HA TTOYKHU.

[MoaBozast uroru, HEOOXOAUMO aKIIEHTUPOBATh, YTO
MOYKHU SIBJISIIOTCSI OHUM M3 OPraHOB, HanboJiee 4acTo
BOBJICKAIOIIMXCS B TIATOJIOTUIECKUI TIPOIIECC Y Talu-
€HTOB C PEeBMAaTOJIOTMYECKMMU 3abojeBaHusIMU. Ha-
pyluieHre (GyHKIIMU TTOYeK B TOW WJIM WHOW CTETIEHW
npucyrctByer nipu MHorux C3CT wu sBisieTcsl Bemy-
el TPUIMHON CMEPTHOCTA U KOMOPOUTHOCTU TaKUX
nauueHToB. TakuM oOpa3oM, paHHSISI IMAarHOCTUKA U

MpaBUJIbHOE JICUCHMUE MOPaKCHUS TOYeK IPU peBMa-

TUYECKUX 3a00JeBaHUSIX MOXKET YJIYUYIIUTh MPOTHO3
TeueHus 3abosneBaHuii. [ Ha3HauYeHUs MaTOreHEeTH-
YeCKOro JIeUEHUsT HEOOXOAUMBIM SIBJISIETCS TIPOBEICHUE
Hedpoobuornicuu. ITokazaHust K JTaHHOMY METOLY UCCJIe-
JIOBAHUSI:

— ObIcTpoe yxyaureHue GYHKIMU MoyeK (MCKITI0-
YUTH MpPe- U MTOCTPEeHATbHBIC TTPUIMHBI);

— mpotenHypus > 1 1/cyT;

— JUTS BOJTYAaHOYHOTO HepuTa, €CJIN MPOTEUHYPUST
> 0,5 r/cyT (0cCOOEHHO MPU TIIOMEPYJIIPHOUN remMaTypum
1/VJTU KJIETOYHOM OCaJIKe);
reMaTypusi, SPUTPOLIUTAPHBIC ILIMJIMHIPHI
o0IIeM aHaJiM3e MO4YM, HapylleHue (YHKLIUU IoueK
(CK® < 60 mi1/Mun);

— mnpusHaku TUH: kieTouHblii ocamok, LMUJIWH-
JIpbl U 6eJIoK B 00lleM aHaJIu3e MOYM, IOSBUBILIAECS
Ha (hoHe mpueMa MenruKaMeHToB, cuHapoMa lllerpeHa,
PEBMAaTOMIHOTO apTPUTa U T.JI.;

— C IMarHOCTUYECKON 1IeJIbI0, €CJIM €CTh ITpU3Ha-

KN MOpaXC€HUA IMOYCK, HO HET KIMHMYCCKOIo aAua-

T'HO3a.

Tabnuya 2. JlekapcTBeHHbIe HeghponaTuu rnpu cUCTEeMHbIX 3a60J1eBaHNAX COeANHUTENIbHOW TKaHM,
BbI3bIBaeMble MPpUMeEHSIeEMbIMU J1IeKapCTBEHHbIMU Cpe[CcTBaMU

pynna npenapatoB

XapakTep nopaxeHusi no4ek

HeCTepomngle npoTneoBoOCnanunTenbHblie npenapartbl

AHanbreTnyeckas HedponaTtus ¢ NanuIgPHbIM HEKPO30M
OcCTpbIVi IHTEPCTULMATBHBIV HEPUT
XPOHUYECKNA MHTEPCTULMANBHBIA HePUT

D-neHvumnnammH

Mem6paHosHas HedponaTus
HedpoTuyecknin cuHgpom

MHrMbuTopbl aHrMoTEH3UHMpPEBpaLLaroLLero pepMeHTa
1 6510KaTOPbl PELLENTOPOB aHrMoTeH3uHa I

Mem6paHo3Has HedhponaTus
HedpoTunyecknin cuHgpom
MMnepkanuemus

Mpenapatbl 3on10Ta

«3onoTtas» Hedponatus (Gold Nephropathy) — mem6pa-
HO3HbIA rMoMepynoHedpuT

MeToTpekcaTt

Mem6paHo3Has HedponaTus
OcTpas noyeyHass He[oOCTaTO4YHOCTb

MpocTtaHounapl, MHrMGUTOPBI thocdoamacTepasbl-5,
6110KaTOPbI KanbLMeBbIX KaHaIoOB (0CO6EHHO NpU KX
coyeTaHum)

MpepeHanbHas azotemus
KopTukasbHbIN HEKPO3

BapdapvH

BapdapuHoBas HedponaTus:

— OCTpOe MOBPEXAEHME NoYek (FoMepynspHOe KpoBoTe-
YyeHue, apuTpoumMTapHas BHyTpMKaHanbLesas 06CTpyKLus)
— Ty6YNOVHTEPCTULMATBHBIV HEPUT

CtaTtuHsbl

Mworno6uHoBas HedhponaTus
YpaTHasa HedpponaTus

OnypeTtunku

YpaTHasa HedpponaTus
MpepeHanbHas azoTemus
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Ta6nunya 3. MNnctonornvdeckue gaHHblie U BO3MOXHbIe NMPUYNHbI NX NOsIBJ1IeHUs,
CBsi3aHHbIe ¢ peBMaToJIorn4ecCKnmMmu 3a6osieBaHUAMU

JaHHble Hechpobuoncum

CuctemHble 3a60neBaHUs COeAUHUTENIbHOW TKaHU

Ty6ynonHTepcTULMasbHbIN HepUT

CuHgpowm LerpeHa, peBmaTovaHbIi apTpuT

Me3saHrnanbHbIn nponudepaTnBHbIi HedpuT, IgA-
Hecbponatus

CI/IH,ElpOM LIJerpeHa, nepmMmatoMmo3unT, NOJIMMUO3NUT, CU-
CTeMHaa KpacHasa BON4aHKa, peBMaTOI/I,EI,HbII7I apTput

®dokKanbHO-cermeHTapHbiv rnomepynocknepos (PCIrC)

Cungpom LLerpeHa, cuctemHas KpacHas BonyaHka, peB-
MaTOWOHbIA apTpUT

KpvornobynuHemmnyeckumin memoépaHonponmdepaTBHbIn
rnomepynoHegput

CwvHppowm Lerpena

MuHMManbHbIE U3MEHEHUSA

Cungpom LLerpeHa, nonnMuoanT, cucTemMHast KpacHast
BOMYaHKa, peBMaTouaHbI apTpuT

Mem6paHo3Has HedhponaTus

CvHgpowm LlerpeHa, gepmMaTtomMmnosunT, NoAMMMO3NT, KNnacce
V ntonyc-Hedbputa, peBMaToOMaHbIN apTpuUT

BTOpW4HbIA NOYEYHbIV aMnnonaos

Cungpowm LLerpeHa, peBMaToMaHbIN apTpuT

TpomboTMYeCKas MMKpOaHrmonaTus

CknepopepMnH4ecKnii MoYeYHbIN KprU3unc

OndbadysHbIn nponundepaTnBHbIN roMepynoHedpuT

OepmaTtommnoaunt

IgM-Hedponatus

CwncremHas KpacHas Bon4aHKa

BbIcTpo nporpeccupyromni rnomepynoHedput

Jltonyc-HedpuTt kKnacca I-VI

HeKpoTu3npyoLLnin NONyNyHHbIA rMoMepynoHedpuT

CucteMHas CKnepoaepmusi, peBMaTouaHbI apTpuT

OuyaroBbIi NponMdepaTUBHBIA rnomepynoHeput

PesmatouaHbIn apTpuTt

MonynyHHbIN rmomepynoHedput ¢ ®CIC

MNonumuosut

B Ta6n. 3 cyMMupoBaHbl TUCTOJIOTMYECKUE JaHHbIE
TIPY MMOPaKEHUH TTOYEK ¥ BO3MOKHBIC TIPUUNHEI MX IT0-
SIBJICHUU.

Koudaukt naTEepecoB. ABTOpHI 3asBISIOT 00 OT-
CYTCTBUU KOH(MJIMKTAa MHTEPECOB MPU IIOATOTOBKE
JNIAHHOM CTaTbu, IIPU 3TOM aBTOPbI HE MOJIYYaIU OT OT-
JIeJIbHBIX JIULL U OpraHu3aluunii puHaHCOBOM MOAAEPK-
KM HCCJIeI0BaHUs, TOHOPApOB U ApYrux (opM BO3HaA-

TpaXkJACHU.
Nndopmanua o BKaage Kaxaoro asropa: [os0-
6au MU.I0. — KOHLENUUSI W OM3aliH MCCIIeJOBaHUS,

0030p JauTepaTyphbl Mo mpobyemMe, KOppeKLrsl TeKCTa,
MOATOTOBKA CTaThbU K Treuatu; Feyouna E.J[. — 0030p
JIMTEPATypHI TI0 IIPobIeMe, HaITMCaHWe TEKCTa, TTOATO-
TOBKA CTaThU K TICYATH.
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TKAIHIYHQ AlKQpHS «@eo@aHis» AepIKQBHOrO YrpQaBAIHHSI cripasamu, M. Kuis, YkpaiHa
2A3 «AHIMPOMETPOBCHKA AEPKABHA MEANYHA akaaemis MO3 YkpaiHum», M. AHIMpo, YkpaiHa

OCOGAMBOCTI YPOXKEHHS HUPOK NPU CUCTEMHUX 3AXBOPIOBOHHAX CMOAYYHOT TKOAHUHU

Pe3iome. Cucremni 3axBOproBaHHSI CIIOJYYHOI TKAHWHU
(C3CT) — mocuTh BeJMKa reTeporeHHa rpymna 3aXBOpIOBaHb,
1110 MalOTh TMEBHi XapaKTepHi KJIiHiYHi MPOSIBU i MOPYILIEHHS
iMyHOPETyJIsLii, 1110 TPU3BOJSATH 1O YTBOPEHHS aBTOAHTUTIII.
CyOxtiHiuHi 200 SIBHi 03HAKU 3aJTy9eHHST HUPOK MalOTh 3HAU-
HUI HeraTMBHMII BIUIMB Ha KiiHiuHUi mepedir C3CT. Ilo-
pylIeHHsT (PyHKIIT HUpoK xapakTtepHo misg Takux C3CT, sk
cucTeMHUi yepBoHuit BoBuak (CUB), peBMaToinHUil apTpUT
(PA), cucremHa ckieponepMis, cuHapom lllerpeHa, aBTo-
iMyHHi MionarTii (mepmMaTomio3uT i momimio3ut). Ha cyyacHo-
MY eTarli, BpaxOBYIOUHM JOCTYIHICTb OaraTboX AiarHOCTUYHUX
MAaHIMyJISLiN i MOXJIMBOCTI €TiONaTOreHETUYHOTO JIIKyBaHHS,
TepareBTaM, peBMaTojioraM i HedpojoraM HeoOXiTHO CBOE-
YacHO 3aIliJO3pUTU HAsSIBHICTb IMATOJOTil HUPOK Y Malli€HTIB
i3 C3CT i BXUTHU HEOOXiTHUX 3aXO/IiB 3 AIarHOCTUKM Ta JIiKY-
BaHHs. CyuacHi ctparerii kinacudikauii ta gikyBaHHsa CUB
CKOPUTOBaHi 3 ypaxyBaHHSIM pe3yJibTaTiB OiONcCii HUPOK, 1110
3HAYHO MOJIMIINAJIO POTHO3 MPU 1LIbOMY 3aXBOpIOBaHHi. OgHe
3 HallBaXK4uX ypaxkeHb HUPOK y nauieHTiB 3 C3CT — e Hup-
koBuii ckieponepmiuHuii Kpus (HCK), 1o xapakrepusyeTbcst
TSDKKOIO TilEPTOHIEI0, TIPOTPECYIOUMM 3HIDKEHHSIM (DYHK-

I.Yu. Golovach’, Ye.D. Yehudina?

il HUPOK i TPOMOOTUYHOIO MiKPOAHTIOMATIEK; CBO€YACHE
MPU3HAYEHHS  IHTIOITOPiB  aHTIOTEH3MHIIEPETBOPIOIOYOTO
(epMeHTy TakuM TalLlieHTaM JEMOHCTPYE 3HAYHUI edeKT y
60potsdi 3 HCK. KOHTpoJIb aKTUBHOCTI OCHOBHOTO 3aXBO-
proBaHHS nokpaurye GyHKIi0 HUPOK Y OUIBIIOCTI MalliEHTIB
i3 cungpomom lllerpena, aBroimyHHUMHM MionaTisimu i PA. 3
iHIIOro OOKY, XpOHIYHE BUKOPMCTAHHS iMYHOJCIPECAHTIB i
HECTePOIMHMX MPOTH3ANAbHUX ITperapaTiB, a TAKOX CYITyTHi
3aXBOPIOBAHHS, TaKi K LIYyKPOBUIA NiabeT, rinepreHsis i cep-
LIEBO-CYAVHHI HETYTU, MOXYTh OYTM OCHOBHUMU TPUUMHAMU
ypakKeHHsI HUPOK Y Malli€HTIB i3 peBMAaTUYHUMMU 3aXBOPIOBAH-
Hssmu. KpiMm Toro, MepBUHHI 3aXBOPIOBaHHSI HUPOK 3 TPHBa-
JINM aHaMHE30M MOXKYTbh IPUBECTH IIO TIPOSIBIB, 11O iMITYIOTh
MEepBMHHI PEBMATOJIOTIYHUI poO3Jaau. Y UbOMY ONISIAI MU
¢okycyeMo yBary Ha JIiarHOCTMLI IMOPYILIEHHST (DYHKIT HU-
POK BHACJIiZIOK OCHOBHOT'O 3aXBOPIOBaHHSI, MOOIUHUX eheKTax
MpernapariB i IPUUHSTTI pillieHb PO CBOEYACHE JIIKYBaHHSI.
Ki110490Bi cj1oBa: ypaxeHHsa HUPOK; CUCTEMHI 3aXBOPIOBAHHS
CMOJIYYHOI TKAHUHM; CUCTEMHUI YEPBOHUII BOBYAK; peBMa-
TOIMHUIA apTPWT; CKICPONEPMIUHMIA HUPKOBMI KpU3; CHH-
npowm lllerpeHa; nepMaToMio3uT/moiMio3uT

'Clinical Hospital “Feofaniya” of the Agency of State Affairs, Kyiv, Ukraine
2State Institution “Dnipropetrovsk Medical Academy of the Ministry of Health of Ukraine ”, Dnipro, Ukraine

Features of renal involvement in systemic connective tissue diseases

Abstract. Connective tissue diseases (CTDs) are a heteroge-
neous group of disorders that have certain clinical presenta-
tions and a disturbed immunoregulation, leading to autoan-
tibody production. Subclinical or overt renal manifestations
are frequently observed and complicate the clinical course of
CTDs. Lesion of kidney function are typical for such CTDs as
systemic lupus erythematosus, rheumatoid arthritis, systemic
sclerosis, Sjogren syndrome, autoimmune myopathies (derma-
tomyositis and polymyositis). At the present stage, considering
the availability of many diagnostic manipulations and the pos-
sibility of etiopathogenetic treatment, therapists, rheumatolo-
gists and nephrologists must suspect in advance the presence
of kidney disease in patients with CTD and assume measures
for diagnosis and treatment. In systemic lupus erythematosus,
renal prognosis is significantly improved based on specific clas-
sification and treatment strategies adjusted to kidney biopsy
findings. One of the most severe kidney lesions is scleroderma
renal crisis, which is usually characterized by severe hyperten-
sion, progressive decline of renal function and thrombotic mi-

croangiopathy. Early administration of angiotensin-converting
enzyme inhibitors in these patients shows a significant benefit
in particular and strict blood pressure control in general. Treat-
ment of the underlying autoimmune disorder or discontinua-
tion of specific therapeutic agents improves kidney function
in most patients with Sjogren syndrome, autoimmune myopa-
thies, and rheumatoid arthritis. On the other hand, chronic use
of immunosuppressive agents and non-steroidal anti-inflam-
matory drugs, as well as comorbidities, such as diabetes, hyper-
tension, and cardiovascular complications, are the main causes
of renal involvement in patients with rheumatic diseases. Apart
from this, long-standing primary kidney disease can lead to
manifestations simulating primary rheumatologic disorders. In
this review, we focus on impairment of renal function in rela-
tion to underlying disease or adverse drug effects and implica-
tions on treatment decisions.

Keywords: renal involvement; connective tissue diseases; sys-
temic lupus erythematosus; rheumatoid arthritis; scleroderma
renal crisis; Sjogren syndrome; dermatomyositis/polymyositis
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