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CucremHas kpacHas Boiadyanka (CKB) — cuctemHoe ayrto-
MMMYHHOE 3a00JieBaHMEe HEU3BECTHOIN 3TUOJIOTUM, XapaKTepH-
3ylolleecs: TUMEePIPOAYKIIMEN opraHOHECTeLMMUIECKUX ayTo-
AHTUTENT K Pa3JIMYHBIM KOMITOHEHTaM KJIETOYHOTO sipa ¢ pa3-
BUTHEM HMMMYHOBOCTIAJIMTEILHOTO TIOBPEXICHUSI TKaHeW u
BHYTPEHHMX OpPraHos [1].

Pacnipoctpanernnocts CKB coctasnsieT ot 4 mo 250 ciayda-
eB Ha 100 Teic. HaceneHus. [Tuk 3a60eBaEMOCTH MPUXOIUTCS
Ha 15—25 nert, XeHIIMHBI cTpagaioT B 8—10 pa3 yaliie My>KYuH.
CKB HauboJsiee yacTo pa3BuBaeTcsl B penpoayKTUBHOM BO3pac-
Te, BO BpeMsI OepeMEHHOCTH M B ITOCJIEPOIOBOM Tiepuoze. Jle-
TanbHOCTh Tpy CKB B 3 pa3za BhIlIe, 4eM B MOMyIsunu. PaHHSIS
CMEpPTHOCTb HanboJiee YacTo CBA3aHa C aKTUBHOCTBIO 3a00J1eBa-
HUS Y TPUCOCTMHEHUEM BTOPUYHON MHMEKIINU, 10 Mepe yBe-
JIMYEHUSI TTPOIOJIKUTETbHOCTH XKM3HU Ha OJTHO U3 MEPBBIX MECT
(IpMMepHO y TPETH TMAIlMEHTOB) B KauyeCTBE MPUIMHBI CMEPTH
BBIXOJIUT CepACYHO-COCYIMCTast IaTojorus [2].

XapakTtepHast ocooeHHOCTh CKB — MHOTOOOpa3ue KinHu-
YECKUX MTPOSIBJICHUI ¥ BApMAHTOB TeueHUsI. boie3Hb MoXeT e~
OI0THUPOBaTh 1—2 CUMNTOMaMM, OTHAKO /IS Pa3BEPHYTOI Kap-
TuHbl CKB xapakrepHo nojropraHHoe nopaxeHue (tadma. 1).
KivHuveckuye posiBIIeHHsI CYIIECTBEHHO BapbUPYIOT Y Pa3HbIX
OONBHBIX U B pa3Hble mepuoanl 3adojeBaHusi. Teuenue CKB
BOJTHOOOpA3HOE, C 4YepelOBaHUEM PEMUCCHI U 00OCTPEeHUIA.
ITpu o6ocTpeHMSIX BO3MOXKHO BOBJIEYCHUE B TATOJOTUYCCKUIA
MpoLIeCcC HOBBIX OPTAaHOB U CUCTEM.

B xnuHuueckoit mpaktuke Kypauusi 6oabHbIX CKB mpen-
cTaBJIsIeT cOOOM CIIOXKHYIO 3a7ady M TpeOyeT YeTKOro B3amMOo-
NEUCTBUS MEXIy BpauaMU pa3HBIX crieliaibHocTell. OCHOBHBIE
MpOOJIEMBI CBSA3aHbI C ONPEACICHUEM CTEIICHU TTOPaKEHUST TOTO
WJIM MTHOTO OpTaHa, YTO B CBOIO OUepelb BIUSET Ha BRIOOpP Tepa-
nuu u ucxon CKB [3, 4]. B cBs3u ¢ atum EBponeiickast aHTU-
peBmatuueckas aura (EULAR) npennoxuna paspadoraTh pe-
KOMeHJaluu 1o BeaeHuto namueHToB ¢ CKB B peanbHOl Kiu-
HUYECKO TPaKTHKe, OCHOBAaHHbBIE Ha MPUHIIMIIAX 10Ka3aTeIb-
HOI MEIULIMHBI, KOTOpHIe onyomKoBaHbl B utojie 2010 T. B Xyp-
Hase «Annals of the Rheumatic Diseases».

[ng pa3paboOTKM peKOMEHIALMIA T10 BEACHUIO OOJIbHBIX
CKB ucnoab3oBanbl TexHuka Delphi (MeTon rpynroBoit 3a04-
HOI 9KCTIePTHOM OLIEHKU, IPU KOTOPOI 3KCIIEPThI OTBEYAIOT Ha
BOITPOCHI aHKETHI, BCE ITOJydeHHBIE TaHHbIE CYMMUPYIOTCS U

CTaTUCTUYECKU oOpabaThiBaloTCs) [5], AUCKycCcHSI B MaJbIX
IPyIIax U CUCTEeMaTU4eCKuit 0630p ureparypsl [6]. JomonHu-
TEJIbHO KCIEPThl OLEHUIN U MPOAHATU3UPOBAIA CTOUMOCTD U
6e30MacHOCTb MHANBUIYATbHBIX MOHUTOPUHTOBBIX CTPATETUI.

B nanHoit mybiukaiuy noapoOHO U3JI0XKEHbI PEKOMEHIa-
1Y TI0 MOHUTOpUpoBaHuio marreHToB ¢ CKB, ypoBeHb u cTe-
TIeHb UX 10Ka3aTeIbHOCTU, COOTHOIIEHUE CTOMMOCTh/PUCK Jie-
yeHMs (Tabj1. 2) 1 KOMMEHTApUU K HUM.

1. Ouenka cocrosnusa namuenta ¢ CKB

Knunnueckast kaptuna CKB pa3zHooOpa3Ha, o0yciaoBiaecHa
AKTMBHOCTBIO 3a00JIeBaHUSI, HEOOPATUMBIMU TTOBPEXKICHUSIMU
OpTraHoOB, TOOOYHBIMU 3 dHeKTaMy Tepanuy U U3MEHeHUEM Ka-
YecTBa XW3HU TanuenTa [7, §].

Cy1ecTByeT MHOXECTBO WHAEKCOB IS XapaKTePUCTUKU
oTux napametrpoB. C OAHOI CTOPOHBI, 3TU UHAEKCHI JaJIEKO He
YHUBEPCATbHBI, C IPYToil — MOMOTAIOT MOJYYUTh UHGOPMALIMIO,
KOTOPYIO B AaJIbHEHIIIEM MOXHO OIIEHUTh B TMHaMUKe. B Kim-
HUYECKOI TIPaKTUKe OIeHKa KayecTBa XW3HU y TAIUEHTOB C
CKB ¢ moMo111p10 0IpOCHUKOB TTPAKTUIECKU He UCTIONb3YeTCsI.
Hns ompeneneHusi atoro nokasarenss skcrnepramu EULAR
npemioxeHbl BAIL ot 0 mo 10 6a110B 1/WIKM OlleHKA KayecTBa
JKM3HU Ha OCHOBAaHUMU JAaHHBIX aHaMHe3a nauueHTa. OnpocHu-
KU JUIST OTIpeNie/IeHHs] KauyecTBa KU3HU PEKOMEHIOBaHbI K MC-
TTOJTH30BAHUIO TOJIBKO B MHOTOILIEHTPOBBIX MCCISTOBAHUSIX.

Hns ouenku aktuBHocTu CKB paspaboraHo m BHEIpeHO
okono 10 mHmekcoB. CaMbIMM BOCTPEOOBAHHBIMU SIBIISTIOTCSI
Systemic Lupus Erythematosus Disease Activity Index (SLEDAI)
[9], ero MomubuKauusi, UCIOJb30BaHHAs B HUCCIEIOBAHUU
Safety of Estrogens in Lupus National Assessment (SELENA)
SELENA SLEDAI [10], British Isles Lupus Assessment Group
Scale (BILAG) [11], European Consensus Lupus Activity
Measurement (ECLAM) [12], olileHKa KOTOPBIX MPU TTOMOIIIN
OaJUTbHOI cHCTEMBI YIOOHA [T OTpaKeHUsI TMHAMUKHA CUMIITO-
MOB B TeueHMe oIlpeaesieHHoro BpemeHu. B Poccuu, nmomumo
yKa3aHHBIX MHIEKCOB, OCTAeTCsl aKTyaJIbHOM OlleHKa aKTUBHO-
ctu CKB no knaccudukanuu B.A. Haconosoii [13].

[Mpu mMoHuTOpUpoBaHMM 3a00JeBaHUS TIEpPEUUCICHHBIE
WHIIEKCHl UMEIOT IMarHOCTUIECKYIO IIEHHOCTh, HO HU OINH U3
HUX He TIPOAHAIM3MPOBAH B PAHIOMU3MPOBAHHOM KIMHUYE-
CKOM MCCJIEIOBAHUU TPUMEHUTENBHO K 3(D(HEKTUBHOCTHU Tepa-
MUY U UCXoay OOJIE3HU.
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Jlo mocnenHero BpeMeH! OCTaBajiCcsl OTKPBITBIM BOMPOC O
TOM, 4TO cuutath oboctpeHuem CKB. HecmoTpsi Ha Gosibliioe
KOJIMYECTBO UHAEKCOB aKTUBHOCTU, TOJbKO BILAG u SELENA
SLEDAI TpaguiiiOHHO WCITONB3YIOTCS IS OLIEHKH BhIpaskeH-
Hoctu oboctperust CKB. OnHako npu Ucmoab30BaHUN UHIAEK-
ca SELENA SLEDAI moxHo auddepeHInpoBaTh BhIPaXKeHHOE
000CTpeHNEe OT YMEPEHHOTo U C1aboro, HO HET YETKUX KPUTe-
pUeB I pa3rpaHUYeHUs c1aboro U yMEpeHHOro 000CTPEeHUsI.
To xe kacaercs u uHaekca BILAG — HeT 4eTKUX KpUTepueB
¢1aboro, YMEPeHHOro U BhIpaskeHHOTro obocTtpeHusi. B 2006 .
ObLTa co3maHa MeXXayHapoIHas pabouast TpymIa Iist yTOYHEHUS
noHsaTus «oobocrpeuue» CKB. PesynbsraToM paboThl 3TO# Ipym-
bl cTaja ciaenyolas popMmyaupoBka: «O60CTpeHUE — ITO MO -
Jaroleecss U3MEPEHUIO MOBBIlIEHNUE aKTUBHOCTU 00JIE3HU B OJ1-
HOI wiu 0Gosiee CUCTeMe OPraHoOB C MOSIBJIEHUEM HOBBIX WJIKU
YXYIOIIEHUEeM yXe WMEIONINXCS KIMHUISCKUX TPOSIBICHUU U
CHUMIITOMOB U/WIK Ja0OpaTOPHBIX NAHHBIX. DTU WU3MEHEHUS
JOJIKHBI OBITh MPU3HAHBI KIMHUYECKU 3HAYUMbBIMU CIIELAaTN-
CTOM U TIOBJIEYb 32 COOOI KOPPEKLIMIO WK YCUJIEHHUE Tepanum».
B HacTosiiee BpeMst MpOBOJAUTCS YTOUHEHUE KPUTEPUEB PA3HbBIX
creneHelt BeipaxkeHHOCTH obocTpeHust CKB [14].

s ompeneneHus] MTOTEHIIMAIBHO HEOOPAaTHMBIX TMOpaKe-
HUI pa3IMYHBIX OPTraHOB HKCIONB3YIOT WHIEKC IMOBPEXICHUS
(SLICC/ACR Damage Index) [15]. KymynsTuBHOE MOBpexzae-
HHE — MOPaXXeHUE OPraHOB U CUCTEM OPTaHMYECKOTro WU (yHK-
LIMOHAJILHOTO XapakTepa, HaKOIUIEHHOe 3a mepuon 0ose3Hu. B
OaJUIbHYIO OLIEHKY BKJIIOYAIOT BCE TUIThI TOBPEXICHUSI C MOMEHTa
Hauayia 3a0oJyieBaHus (0OyciaoBIeHHBIe HemocpencTtBeHHo CKB
WV Pa3BUBIINECS] BCIENCTBUE TEPAIUM), TP ITOM YIUTHIBAIOT
TOJIBKO MPU3HAKHU, COXPAHSIIOIIMECS B TeUeHUe 6 Mec 1 boJiee.

boabuble CKB MMeIoT MOBBIILIEHHBIM PUCK Pa3BUTHSI CO-
MYTCTBYIOIIMX 3a00JI€eBaHUI, B YAaCTHOCTU CEPAEYHO-COCYIM-
CThIX, UH(PEKIIMOHHBIX, ONPEeIEHHBIX ()OPM paKa, U OCIOXKHEe-
HUI, B TOM 4ucje apTepuaibHoi tunepreHsuu (Al), aucaunu-
nemunm (JJIIT), caxaproro nnabeta, octeonoposa (OI1), aBacky-
JISPHBIX HEKPO30B KOCTel, KOTOphle cBsi3aHbl ¢ Tepanueii CKB
WY OOYCJIOBJIEHBI CAMUM 3200JI€BAHUEM U SIBJISTIOTCSI OCHOBHOM
MNPUYMHON JIETAIBHOCTU y TakKUX 00JbHBIX. KOHTponupyemMbIx
HCCIeIOBAHUH, MOATBEPXKIAIOLIUX YIIyYIlIEeHUE UCXOAA TIPU MPO-
BEICHUN CKPUHWHTA M MOHUTOPWHTA COITyTCTBYIOIIEH MaTOIO-
TUH, HE CYILIECTBYeT. TeM He MeHee JaHHbIe, TOTyYeHHbIE B LIeH-
Tpax, Ilie COCpeloTOuYeHbl HauboJjee Tskenbie 6onbHble CKB,
pacIIUpsIIOT BO3MOXHOCTH TPEAYNPEXICHUST COMYTCTBYIOLINX
3a00s1eBaHuUiA. 7151 BBISIBICHUSI 9TUX COCTOSIHUI M UX OCJIOXHE-
Huit komuter EULAR pekoMeHIyeT MpOBOAUTD TILATEIbHOE Ha-
omoneHre 60apHBIX CKB 1 TpOSIBIISITH MOBBIIIEHHYIO HACTOPO-
JKEHHOCTb B OTHOILIEHUY KOMOPOUIHBIX COCTOSTHUIA.

2. DaKTOphI PHCKA CEPAEYHO-COCYANCTHIX 3200IeBaHHI
[16—22]

IMauuenTel ¢ CKB MMeIoT BBICOKYIO paclipoOCTPaHEHHOCTh
TPaIULMOHHBIX (DaKTOPOB pUCKa PAa3BUTHUST CEPIEUHO-COCYAU-
CThIX 3a00JIeBaHUi, Cpeld KOTOPbIX HauboJjee yacTo BCTpeya-
orcst AT w JUIIT (11,5—-75%). Ho maxe npu MX UCKIIOYEHUU
PUCK pa3BUTHS aTepoCcKiiepo3a u ero ocioxHeHuit mpu CKB oc-
Taetcss BbicokuM. DakTophl pricka, OOYCIOBIEHHBIE AyTOUM-
MYHHBIM 3200J1€BaHUEM, BHOCST CBOI1 BKJIaJl B YCKOPEHHOE pa3-
BUTHE aTePOCKIIEPO3a U €ro OCIOKHEHU.

ITo HameMy MHEHMIO, yueT (PaKTOpOB pUCKa U UX KOPPeK-
1us 'y 6oapHbIx CKB uMeoT orpoMHoOe 3HaueHue JUIsl CHUXKe-
HUST BEPOSTHOCTH PA3BUTUSI CEPIETHO-COCYANCTHIX OCIOXHE-
Huil. Tak Kak aKTUBHOCTb ayTOUMMYHHOTO TIPOLIECCa MOXET 13-
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Tabauua 1. Yacmoma KaunuvecKkux
u nabopamoproix nposeasenuii CKB
IIpossrenus CKB Yucno
00abHBIX, %
KoHCTATYHOHAIbHbIE CHMITTOMBI:
JIMXOpaaKa 40-85
¢1ab0CTh, yTOMIIIEMOCTh 75—85
CHMXXEHME MacChl Tesia 30-50
ITopaxkeHue KOXKH H CIM3UCTBIX 000JI0YEK:
(oroceHcubMIM3aLUS 45-70
JIUCKOUIHBIE BBICHITAHUS 20-25
«0abouKa» 50—60
9HaHTEeMa, SI3BEHHBII CTOMATUT, XEMJIUT 7—40
aJIoMeLust 24—-70
ChIIb 50-75
ITopaxkeHue ONMOPHO-ABUrATEILHOTO ANNAPATA:
apTPUTBL/apTPaITUL 95
MUAITHT 16—23
aCernTUYeCKre HEKPO3bl 10
(ubpomMuanTruIecKnii CUHAPOM 20-30
ITopaxkeHue Jerkux:
IJIEBPUT 40—60
JIeTOYHast TUTIepTeH3MsI 5—-14
TOJA 5-12
ITHEBMOHUT 1-4
ITopaxkeHue cepaeyHO-COCYTUCTOI CHCTEMBI:
MepUKapauT 50—80
rnopaxeHue KJaraHHOro armnapara 13-90
MMOKapIUT 10—-30
Al 10—-50
ITopaxenue 2KKT:
aCIIUT, TAHKPEAaTUT, BACKYJIUT 1-10
Me3eHTEePUATLHBIX COCYIOB
MENTUYECKUE SI3BbI 4-12
MaTOJIOTUSI TIEYEHU 10-25
ITopaxkeHue noyex: 45-90
OBICTPOIPOTPECCUPYIOLINIA BOIYAHOUHbBIN HEDpUT 10—12
HehpUT ¢ HeHPOTUUECKUM CUHAPOMOM 30—40
TEPMUHAJIbHAS CTaAUs [IOYEYHON HETOCTATOYHOCTH 10—15
ITopaxenne ITHC: 65-95
MUTPEHb 40-55
SIUJIETITUYECKNE TPUTIAIKKA 20—40
XOpesi, MUEJIUT, LiepeOpasibHasi aTaKCust 1-4
HEeBpOMaTUU 2-21
HEPBHO-TICUXMYECKKE U TIOBEACHUECKIE HAPYIIICHUS 20—80
JlabopaTopHbie HApyIIEHUs:
ayTOMMMYHHasl TeMOJIUTUYECKasi aHEMMUST 10—-20
TPOMOOIIUTONIEHUS 7—18
JIEUKOTNIEHUS 50-70
JIUMMOTTEHUST 60—80
AHTUSIIEPHbIC aHTUTEIA 95-100
antu-ds-THK 60—70
aHTU-SMm-aHTUTEeNa 30
adJl 15—-80
noBbierrne COD 40—80

Ilpumeuanue. TOJIA — TpOMO05MOOINS IETOUHOM apTepuu,

KKT — XemynouyHO-KUIIEYHBIH TPaKT.
|
MEHUTH BBIPA)KEHHOCTb TPAAUIIMOHHBIX (PAKTOPOB prcKa, KOp-

PEKIIMs TIOCIEAHUX U TATbHEH NI TUIaH HAOMIOICHNS 3a Mall -
eHtamu ¢ CKB 10o/mkHBI onipenesiTbesl MHAMBUIYAIbHO, C yde-
TOM UCXOHOTO PHMCKa Pa3BUTHSI CEPACYHO-COCYAMCTBIX OCIOXK-
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Tabnuua 2. Pexomendayuu no morumopupoeanui nayueuimos ¢ CKB, yposenv u cmeneHs
ux dokazamenvbHoOCmMuU, COOMHOUWEHUE CMOUMOCMb/PUCK NeUeHUS
Pexomenganun ‘YpoBeHb ‘YpoBeHb CoorHomienne
JIOKA3aTeIbHOCTH comacust CTOMMOCTB/
M CHJIA PEKOMEHIANMI 3KCIEpPTOB PHUCK Jiedenust
1. OueHka cocTOsIHNS MAIIMEHTOB 5,D 97,6 Hwuskasi/oueHb HU3KMit

JIOTIOTHUTENTLHO K CTAHIAPTHBIM TPEOOBAHUSIM ITO MOHUTOPUHTY
MalMEHTOB B 00IIEH KIMHUYECKOI MpakTuke y 60ibHbIX CKB
HEOOXOAMMO OLIEHUBATD:
akTuBHOCTb CKB ¢ MOMOIIbIO YTBEP>KIEHHBIX MHAEKCOB —
MPHU KaXIOM BU3UTE K Bpauy;
unaekc nospexaeHus (SLICC (ACR)/DI) — exeronHo;
KayeCTBO KU3HM, UCXOMS M3 aHaMHe3a W/MJIH C UCITOIb30BaHUEM
BAILI ot 0 1o 10 6a/u10B — Mpy Kaxka0M BU3UTE K Bpavy;
HaJIMYMe COMYTCTBYIOIIEH MaTOJIOTUM;
6e30MacHOCTh IPUHUMAEMbIX MIPETIapaToB

2. @akropsl pucka passutus CC3 1b, B 98,1
Ilpu epBOM BU3HTE K Bpady, a 3aTeM KaK MUHIUMYM €KEeTOTHO
CJIelyeT OLIEHUBATb:
hakT KypeHuUsI, HATMIUe COCYIUCTIX OCTOXHEHUIA
(uepedpanbHbIe/CepAeTHO-COCYAUCThIC), (DU3NUECKYIO
AKTUBHOCTb, TPUEM KOHTPAIETITUBOB, TOPMOHATBHBIX MPETIapaToB,
cemeiHbIi aHamHe3 o CC3;
conepkaHKe XOJIeCTepruHa U TTIOKO3bI B KPOBU;
AJl, MHIEKC MACChI TeJia 1/WIN OKPYXHOCTh TN,
Hexomopule nayuenmol Hyxcoaromes 6 6oaee uacmom 06cn1e0o8anuu,
Hanpumep nayuenmol, npunumaiowue I'K

3. JIpyrue cOMyTCTBYIOLIME COCTOSTHUS
OII. V¥ Bcex naruenToB ¢ CKB Heo6xoqmuMo: 2b, C 93,8
KOHTPOJIMPOBATH aIeKBATHBIM MPUEeM KaJblvsl U BUTaMuHa D,
PEryJIsIPHOCTD (DU3UUECKUX YIPAXKHEHUI M YMEPEHHOCTb KyPEeHWSI;
BBIIBIATH Ol (C MOMOIIBIO IEHCUTOMETPUM) B COOTBETCTBUU 2b, C 92,3
C HOpPMaMH JIJIST )KEHIIWH B TOCTMEHOTIAy3¢e, VIS AllUeHTOB,
npuauMatonmx ['K min npyrue npenaparst, cHnxkatomme MITKT
Onkosiornyeckue 3a6oaesannss. OHKOITOMCK TTPOBOIMTCST
B COOTBETCTBUU C PEKOMEHIALMSIMU IJIST OOILEH TOIYIISIIINY,
BKJIovas [MTATI-mazok

4. Puck pa3BuTHs UH(EKIMOHHBIX 0CI0XKHEHMIA

CkpunuHr. [MamuenTtel ¢ CKB 10/KHBI OBITH 00CIEI0BaHbI Ha: 2b, C 98.8
BUY ¢ yuetoM MHIMBUIYAIbHBIX (DAKTOPOB pPUCKa;
HCV, HBV ¢ yuetom nHAMBUIYaTbHBIX ()aKTOPOB PUCKA, 5, D 93,5

0COOEHHO Tiepell Ha3HAaYeHUEM MMMYHOCYTTPECCUBHBIX

MpenapaToB, BKIouast Bicokue 1036l ['K;

TyOepKyJie3, 0COOEHHO Tepel Ha3HaYeHUeM UMMYHOCYITPECCUBHBIX 1b, B 88,8

TpernapaToB, BKIovyast Beicokue 1036l ['K;

LIMB y oTnenbHbIX MALIMEHTOB B IIPOLIECCE JIEUEHUS
Bakuunauus. [MauueHts ¢ CKB uMeroT BbICOKMIT pUCK pa3BUTHS
MHGEKIIMOHHBIX OCTIOXHEHMIA, [TO3TOMY HEOOXOIMMa UX PO UIak-
Trka. HazHaueHne MHAKTUBUPOBAHHBIX BAKIIMH (OCOOCHHO MPOTHUB
TPUIIIA ¥ ITHEBMOKOKKOBOI MHMbEKIIMH) TTOKA3aHO MAIlMeHTaM C
CKB, nosy4yarmo1imm KIMMYHOCYIIPECCAaHThI. [IpeanoyTuTeIbHO UX Ha-
3HayeHue B HeakTuBHbIN nepuon CKB. Ipu Ha3HaYeHUU Ipyrux
BaKIMH PEKOMEHIOBAH MHANBUAYAJIbHBIN TIOAXOJ C COOTHECEHUEM
pHCKa M TTOJIb3bI JICUCHHS.

MounutopuHr. [Ipu Bcex BU3UTax K Bpauy CieayeT MPOI0KATh
OIICHKY pHCKa Pa3BUTHsI MHGMEKIIMOHHBIX OCTIOXHEHHIA C YYETOM pe-
3yJIBTATOB aHATM30B:

BbIpakeHHas1 HeritporieHus (<500 KIeTok/MM?);

BbIpaxkeHHas1 tuMmboneHus (<500 KIeTok/MM?);

HuU3KuUit ypoBeHb IgG (<500mr/mwt)

5. YacToTa 0ocMOTPOB 5,D 93,8
Ipu orcyrcTBum aktuBHOCTH CKB, CylllecTBEHHBIX HEOOPATUMBIX

M3MEHEHMIT OPTaHOB M COITYTCTBYIOIIEH MATOJIOTUN PEKOMEHIOBAHO

OCMaTPHUBAaTh MALIMEHTOB Kaxjibie 6—12 Mec, mpu 3TOM 0C060e BHU-

MaHHe TOJDKHO OBITh YIeJIEHO BOIIpocaM MPpOMUIaKTUKA

6. JIabopaTopHasi olleHKa
[1pu mepBoM BU3HTE K Bpauy 1iejaecoodpasHo uccienoBatb AH®D, 2b, C 92,3
antn-ds-JIHK, antu-Ro, antu-La, antu-RNP, ant-Sm, a®dJI,

Hwuskasi/oueHb HU3KMit

YMepeHHasi/0o4eHb HU3KUI

‘YMepeHHast/HU3Kui

YMepeHHas1/oueHb HU3KUI

YMepeHHast/yMepeHHbI

YMepeHHasi/0o4eHb HU3KUI

‘YMepeHHas1/HU3KMit

YMepeHHas1/oueHb HU3KUI
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Pekomenganuun ‘YpoBeHb ‘YpoBeHb CooTHouenne
JI0KA3aTeIbHOCTH comiacus CTOMMOCTB/
M CHJIa PEKOMEH I 9KCIEPTOB PHCK JiedeHus

C3-, C4-KOMITOHEHTHI KOMIUIEMEHTA
[1pn HeraTUBHBIX pe3yJIbTaTax JabopaTOPHBIX UCCISTOBAHMIA B aHAM-
He3e TTIOBTOPHO OLIEHUBAOT:
a®JI — nipu TUTAaHMPOBAHUK OEPEMEHHOCTH, TEepe]l OTepalei i 5,D 89,5 YMepeHHas1/0ueHb HU3KUI
TpaHCIUIAHTALIMEil OPraHoB, Mepe] Ha3HAYeHUEM 3CTPOTreH-
coliepKaluX MperapaToB, MPU TMOSBICHUN HOBBIX
HEBPOJIOTUYECKMX MPOSIBICHUI WU COCYAUCTBIX OCTOXKHEHMUIA;
aHTH-Ro- 1 aHTH-La-aHTHTeNa — TIPY TUIAHMPOBAHUN OEPEMEHHOCTH;
anTu-ds-JIHK u C3-, C4-KOMIOHEHTHI KOMITJIEMEHTa —
IUTSI TIONTBEPKIeHUsT akTuBHOCTH/pemuccr CKB
V narueHToB B HeakTuBHBIM Tieprox CKB pa3 B 6—12 Mec uccaenyior:
KIMHWUYECKUI aHATTN3 KPOBH;
ypoBeHb CPB;
YPOBEHb CBIBOPOTOYHOTO aJIbOyMUHA;
YPOBEHb CHIBOPOTOYHOI'O KpeaTuHMHa (Wi ckopocTh Kd);
00IUIT aHATTM3 MOYM U COOTHOIIIEHUE OeJIOK/KPeaTHHUH MOYM
[Iposodsm koumpoas onpedeseHHbIX NOKa3amenei 8 3a8UcUMoCmu
0m NPUHUMAEM020 npenapama

7. KoxXH0-CcIM3UCThIE MPOSIBIEHUS
JIOJKHBI OBITH KJTacCUMUIIMPOBAHBI KakK:
CKB-cneuudpnueckue; 5,D 94,6 YMepeHHasi/HU3KHiA
CKB-Hecneuduueckue;
CKB-1momno6HbIe;
CBSI3aHHBIE C IPUEMOM JIEKapCTB
KoxkHble MPOSIBICHUST TOJDKHBI OBITh OTHECEHBI JIN0O K TIPOSIBIICHUSIM
aKTUBHOCTH, JIMOO K HeoOpaTuMbIM MoBpexaeHusM rmpu CKB ¢ no-
MOIIBIO BAIMAMPOBaHHOTO MHIeKca (Hampumep, CLASI)

8. IToukn

Y manueHToB ¢ MepCUCTUPYIOIIUM MOYEBBIM CUHAPOMOM WJIU TOBBI- 1b, B 94,2 Bricokasi/ymepeHHbII
IIeHUEeM YPOBHSI CBIBOPOTOYHOTO KpeaTUHWHA HEOOXOIUMO OTIpe/ie-
JIATb COOTHOLIEHUE OeT0K/KPEaTUHUH MOYU WJIM CYyTOYHYIO MPOTEH -
HYpPUIO, TIPOBOAUTH MUKPOCKOITUIO MOYEBOTO ocaaka 1 Y3 nmoyek
IUTSL peLlieHUs BOIpoca 0 OMOTICUU TOYKU

VY manueHToB ¢ He(hpUTOM HY>KHO TPOBOIUTH ONPEIETICHUEe COOTHO-
1IeHus 0eI0K/KPeaTUHUH MOYM UM CYTOUHOU MPOTEUHYPUU U UM~
myHojornyeckux tectoB (C3, C4 u antu-ds-JIHK), Mukpockomnuio
MOYEBOro ocanaka u usmepeHue AJl Kak MUHUMYM pa3 B 3 MeC B Teue-
HUE MepBbIX 2—3 JIeT 601e3HU

IMamuenTtoB ¢ XITH (ckopocts KD <60 M1 vin CTOMKAs IPOTEUHY-
pust >0,5 r/cyT) HEOOXOMUMO 00CIIEIOBATH B COOTBETCTBUN C OOIITIIMK
peKOMEeHIalMsIMu, pa3paboTaHHBIMK 111 60JbHbIX ¢ XITH

9. Heiiponcuxuyeckue nposiBIeHUs

BonpHbix CKB HyXHO 00cenoBaTh sl BbISIBIECHUS HEiporicuxuye- 2b, D 87,7 YMepeHHas1/0ueHb HU3KUI
CKHUX CUMIITOMOB: CYIOPOT, apecTe3uii, HapyllIeHU I YYBCTBUTEIbHO-

CTH, cJ1a00CTH, TOJIOBHOI 00JIM, SMUCUHIPOMA, AETIPECCUU U T. II.

KorHuTtuBHBIE HAPYILIEHUSI MOTYT OBITH BBISIBJIEHBI MPU OLIEHKE BHU-

MaHUsl, KOHLUEHTpAIMK1, Peuu, MaMsITH (MPU paccrpoce MnauueHTa o

3aTPYAHEHUSIX MPU TJIAHUPOBAHUU U BBITIOTHEHUM OOBIYHO PabOTHI,

B TOM YMCJIe JOMalIHel, HapylieHuit namstu). [Ipy nono3peHun Ha

KOTHUTHUBHBIE U TPEBOXHO-IETIPECCUBHbIE PACCTPOMCTBA MALIUEHT

TIOJIKEH ObITh OCMOTPEH TMICUXUATPOM

10. Ouenka cocTosinus a3
B cooTBeTcTBUM CO CTAHAAPTHBIMU PEKOMEHIAUSIMUA HEOOXOTUMO 2b, D 95,8 YMepeHHasi/HU3KUit
KOHCYJIBTUPOBATh y OKYJIMCTA BCEX MAIMEHTOB, KOTOPHIM ITAHUPYET-
cs HazHayenue ['K nmu AMII.
[ToBTOpHBIE KOHCYIBTAIIUN HEOOXOIUMBI:
nanueHTam, noiaydarommm 'K
(YuuTBIBasi PUCK Pa3BUTHSI KATAPAKTHI U TTIAYKOMBI);
nalueHTam, nojaydawimmum AMII, ¢ HU3KMM PUCKOM pa3BUTHS
PETUHOTIATUY — €KETOIHO TOCIIe 5 MePBBIX JIeT HAOTIOMCHMS,
C BBICOKMM PUCKOM Pa3BUTHUSI PETUHOMATUN — €XETOHO
Ha MPOTSDKEHUH BCEro HAOIIOIEHUST

Ilpumenanue. CC3 — cepueuro-cocynucteie 3adoneBanusi, HCV — Bupyc rematuta C, HBV — Bupyc rematura B, AH® — aHTuHYKIeapHbIii hak-
top, XITH — xpoHunyeckas movyeyHasi HeIOCTaTOYHOCTh, KD — ki1y6oukoBasi (huIbTparysi.
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HeHuil. PeBMaToorn 00s13aTeIbHO JOJKHBI KOHTPOJIUMPOBATh Y
MaIMeHTOB TTOKAa3aTe/Id JIMITUIHOTO CITIEKTpa KPOBU (KOHIICHT-
paluio XoJecTepuHa, TPUIIMLEPUIOB, X0JeCTepUHa JUMONPO-
TEWIOB BBHICOKOU TIOTHOCTH), YpoBeHb AJl, TTIOKO3bI, MHIEKC
Macchl TeJla U/UIu OKPYKHOCTb TaJIUU.

3. JIpyrue comyTcTBYIOLIME 3200I€BAHUS

Pacnpocrpanennocts OIT y manmenToB ¢ CKB Bapbupyet
oT 4 10 24% (B ipeMeHoIay3aabHOM nepuoae — ot 10 1o 20%).
TTepenombl TO3BOHKOB BeTpevarotcst y 7,6—37% GonbpHbIX CKB.
K nononnutenbHsiM dakTopam pucka pazputuss OIl oTHocAT
JieyeHue rmokokoptukounamu (I'K) u npyrumu npenaparamu,
pausiiominmu Ha MITKT, a Takke CHUXKeHWe KOHLIEHTPALMU BU-
TaMuHa D, 00yc/I0BIeHHOE 3THUYECKOM MPUHAIEKHOCTbIO Ta-
LMEHTa WIN PeKOMEHAALMSIMU, CBSI3aHHBIMUA C OTPAaHUYEHUEM
npeObIBaHUS Ha coyHLe [23, 24].

YacTtora cnoHTaHHbIX TiepeoMoB y 601bHbIX CKB B 5 pa3
BBIIIIE, YeM B Tomyssiiuu. [1o HalleMy MHEHMIO, Hapsimy ¢ Tpa-
TUIUMOHHBIMM (pakTopamu pucka pa3putuio OIT cmoco6CcTByIOT
CHCTeMHOE BOCMaJIeHUe, HapyIIeHUs IUTTUAHOTO U TOPMOHAJIb-
HOro oOMeHa, BTOPUYHBII rMIeprapaTupeos, FTMIneproMouucre-
WHEeMUSI, OTpaHWYeHUe TIOABKHOCTHU. YUeT 3TUX (haKTOPOB pU-
cKa MMeeT OrPOMHOE 3HaYeHUe IS BHIOOpa aieKBaTHOM Tepa-
nuu CKB y KOHKpeTHOTO IMaiueHTa.

Y 6onpHBIX CKB 9acTo 1MarHOCTMpYIOT OHKOJOTUYECKUE
3a00J1eBaHMs (paK MKW MaTKM, MOJIOYHOM XeJie3bl, JIETKOTo,
OHKoremaroJjoruyeckas mnarosiorusi) [25—27]. IIpu uuronoru-
YECKOM MCCJICIOBAHUM IIEPBUMKO-BarMHaJbHOIO Ma3ka y 16%
MaIMEeHTOK BBISIBJISTIOT MAaTOJIOTUYeCKNe U3MEHEHMUsI, KOTOphle
CBSI3aHBl TIPEXIEC BCETO C MpUMEHEHUWEeM UmKiIodochamuma
[26]. B TO x)e Bpems B uccienoBanuu S.R. Bernatsky u coabrt.
[27] yacTora oHKOMOTMUYECKOM MaTojiorun y 0oabHbIXx CKB oka-
3aJ1ach HUXKE, YeM B OOlLLel MOy, J1Jis1 BbIIBI€HUs OHKO-
Jiormyeckoro 3adosieBaHust y nauueHtoB ¢ CKB Heobxonumo
cJIe0BaTh peKOMEHIAIUSIM, Pa3paboTaHHBIM TSI OOIIEH TTOTTy-
JISIIAK: TIPOBEICHNEe MamMMorpaduu, MccleqoBaHWe MasKa 10
IManmanukonay (ITAIl-ma30K) M3 LIepBUKAIBbHOIO KaHasa, TeCT
Ha CKPBITYIO KPOBb B Kajie. B To ke Bpemsi, yduThiBasi KIMHUYE-
CKYI0 XapaKTepUCTUKY ayTOMMMYHHOTO 3a00JieBaHusI, HEOOXO0-
numo cosznanne CKB-crienm@uuHbIX peKOMEH AL,

4. Puck pa3sutusi MH(EKIMOHHBIX 0CJI0KHEHUI

B nanHoi1 pekomMeHaaLuy 00CyK1at0TCsl BOIPOCHI, CBSI3aH-
HBIC CO CKPUHUHTOM, MPO(PUIAKTUKON U MOHUTOPUHTOM WMH-
(EeKIMOHHBIX OCTOXKHEHUIA.

BUY, undpunmposaHHocTh Bupycamu renatura B u Cy nanu-
eHtoB ¢ CKB He nosbitieHa [28]. B To ke BpeMsi pu UCIToIb30Ba-
HUU UMMYHOCYITpEeCCUBHOM Tepanuu, ocodeHHo 'K, puck peakTu-
Bary MHGEKIIMU 0YeHb BBICOK. [lareHTam, nMeronmm (akTopb
pYicka MH(UIIMPOBAHUS, TIepel Ha3HaYeHEM UMMYHOCYTIPecCcaH-
TOB HeoOxoamuMo obcenoBanre Ha BUY u Bupychl rematuta B u C.

Yacrora tybepkynesa npu CKB Bblllle, yeM OXHAAIOCH.
B crpaHax, sHIEMUYHBIX 110 TYOEPKYJIe3y, OHa BapbUpyeT OT 2,5
1o 13,8%, a B cTpaHax ¢ HU3KOI BCTPEUaeMOCTBIO TyOepKyie3a —
ot 0 10 1,4% [29]. B HesHneMmnuHbIxX paitonax nanvenram ¢ CKB
PYTMHHOE TECTUpOBaHWE Ha TyOepKYJIe3 BBIMTOJTHSTH HE pEKOMEH-
nyercs. OqHAKO B COOTBETCTBUU € peKoMeHmauusiMu LieHTpa mo
KoHTpomo Haja 3adoneBaHusiMu (Center of Disease Control —
CDC) [30] HeoOX0aMMO TTPOBOAUTD TECT HA TyOEpKYyJie3 Mpy Ha-
3HayeHun ['K 1 mpyrmx ”MMyHOCYTTPECCUBHBIX TTPEIIapaToB.

LHutomeranoBupycHass (LIMB) uHbexkuuss Moxer UMeTb
cxonuble ¢ aktuBHOi CKB mposBiaenust u gacto (18—44%)
BCTpevaeTcsl y MallMeHTOB, mojyJaronmx 6obiire 1o3sl ['K 1

PEKOMEHAOALMKUMK:

OAWATHOCTHHRKA, NEYEHHE

MyJIbC-TEePANUI0 METWINPEIHMU30JOHOM U HUKI0(GOoChaMUIOM.
B cBs3u ¢ atum TectupoBanue Ha LIMB-uHpexkuuio enecooo-
pa3Ho y Bcex mnainueHToB ¢ aktTuBHoit CKB, KoTopbiM HazHaya-
10T Beicokue mo3bl ['K [31, 32].

3HaueHue paccMaTpUBAEMBbIX BOIIPOCOB OOYCIIOBJICHO BBICO-
KOI1 4acToTOi KOMOpOMAHOM nHpeKIMK (26—67%), KOoTOpast ocTa-
eTcsl IJTaBHOM NMPUYMHOM JIeTaTbHbIX Mcx00B Yy naieHToB ¢ CKB
B MEpBbIE 5 JIET MOcJIe Hayaaa OCHOBHOTO 3a0osieBaHusl. [1pu Gosee
jumteabHoM TedeHun CKB cmepTHOCTb OT MHGEKIUI CTOUT Ha
BTOpOoM Mecte (17—50%), ycTymast iniib akTUBHOCTH Gosie3Hu [33].

B cBs3u ¢ aTMM B mocieaHee BpeMsi 00JIbIIOE BHUMaHUE
YAENSIIOT CO3IaHUI0, COBEPIICHCTBOBAHUIO M aKTUBHOMY BHE-
IPEHUI0 B KJIMHUYECKYIO TMPaKTUKY Ppas3JUYHbIX BakKIWH
[34—36]. N3BecTHO, YTO BaKLMHALAS MOXET CIIOCOOCTBOBATh
Pa3BUTUIO ayTOMMMYHHBIX PEeaKIInii U Mo3ToMy Hebe3oracHa y
6ombHBIX CKB. B TO Xe BpeMsI B HEKOTOPBIX MCCICIOBAHUSIX
MOKa3aHO, YTO BaKLMHALMS MPOTUB TPUIINA HE MPUBOAUT K
oboctpeHuto CKB, y GoJibIIMHCTBA MallMEHTOB HaOJIIOAaeTCs
00pa3oBaHue 3alUTHBIX aHTUTeJ. [IpuMeHeHue BaKIIMHbI ITPO-
THUB TTHEBMOKOKKOBO MHGMEKIIMN He TTPUBOIUT K HETaTUBHBIM
TIOCJIC/ICTBUSIM, XOTSI OTMEUEHO, UTO TMPOMYKIMS aHTUITHEBMO-
KOKKOBBIX aHTHTeNl y 6onpHBIX CKB cHmkeHa. BakimHaims
npotuB renarurta B y 6o1bHbIX HeakTuBHOM CKB BBI3bIBajIa BBI-
pabOTKy 3allMTHBIX aHTUTEN, TIpyu 3ToM oboctpeHuss CKB He
Habmonanock. BeeneHue MpoTUBOCTONOHSYHOM BaKIIMHbI TaK-
Xe He TIpuBoamIIo K oboctpennio CKB, nipu atom y 90% 6071b-
HBIX OTMEUeH BBHICOKUI YPOBEHD 3allIUTHBIX aHTUTE].

IManuenTam ¢ CKB, momyyaommumM IMMYHOCYTIPECCUBHBIE
npenapatbl u/wm 'K B mo3e >20 Mr/cyT, Ha3HaUE€HUE XKXUBBIX
MHAKTUBUPOBAHHBIX BaKIMH MPOTHBOMOKA3aHO. DTO TMOJIOXKE-
HME OCHOBAHO Ha pe3yJbTaTax psiia MCCIeqOBaHUI, KOTOpbIe
BKJIIOYQJIM MaJIo€ KOJIMYECTBO IMAallMEHTOB, MO3TOMY BOMPOCHI,
CBSI3aHHBIE C MPOBeeHeM BakIIMHauuu y 6onbHbIx CKB, Tpe-
OYIOT IaJTbHEUIIIeTo U3yICHUS.

Oco6oe BHMMaHME cliefyeT OOpaTUTh Ha TeMaToJIOrvude-
ckue HapyueHus1 y 6oiabHbIX CKB (1umdonenuo u HU3KuUi
ypoBeHb IgG), KOTOpble OTPaXKalOT HE TOJIHKO aKTUBHOCTh 00-
JIe3HU, HO U MH(EKITMOHHBIE OCTOXKHEHMS.

[Mokazano, uto mmdbonenns <1-10°/1 n HU3KUI YPOBEHb
IgG3 (<60 mkr/mn) win IgG4 (<20 MKT/MJT) aCCOLIMUPYIOTCS C
MOBBIIIIEHHBIM prckoM MHbekmu [37, 38]. CymMmapHoe comep-
xaHue IgG 1 ero cyokjaccoB cienyeT 00s13aTeJIbHO ONpeaesisiTh
y Bcex naureHToB ¢ CKB npu nepBUYHOM OCMOTpE U TOCTETy-
fo1IeM HaOJIIOIeHUU, OCOOEHHO Y OOJIbHBIX, MOJYYalOIIuX UM-
MYHOCYITPECCUBHBIE TIpeTapaThl.

5. HacroTa ocMOTpOB

B nuTeparype HeT yeTKMX yKa3aHUI Ha ONTUMAJIBHYIO Yac-
TOTY KJIMHWYECKOM M JJaOOpaTOPHON OLICHKW y MAallMeHTOB C
CKB. 9Okcneptst EULAR npepiaraioT nmpoBoauTh o0Cea0Ba-
HUe nalueHToB ¢ HeakTuBHOUM CKB, mpu oTcyTcTBMM Heobpa-
THUMBIX OPTaHHBIX TTOBPEKIEHUIA 1 COITyTCTBYIOIIIEH TTaTOJIOTHH,
pa3 B 6—12 mec.

ITpu HabmoneHnn manneHToB ¢ HeakTBHONW CKB ocoboe
BHUMaHNWE HEOOXOAMMO YIEISATh BOIpOcaM MPO(MUIaKTUKU:
YMEHBIIEHUIO BpeMEHHU MPpeObIBaHUS Ha COJIHIIE, aJleKBaTHOMY
npueMy BUTamMuHa D M mpenapaToB KajblUsi, KOHTPOJIO 3a
MAaccoii Tej1a, 0TKa3y OT KypeHUsT, GU3NIECKIM YITPaXKHEHUSIM 1
JIPYTUM MepaM, CIIOCOOCTBYIONTUM CHIKEHUIO PUCKA PAa3BUTHS
CepIEeYHO-COCYIUCTRIX 3a00JIeBaHMIT; Ka4eCTBY KU3HU, MPOO-
JleMaM TIpo¢heCCHOHANIBHOM 3aHSITOCTH M TIJIaHUPOBAaHUIO Oepe-
MeHHOocTU. [Ipu yMeHbIIEHWM 103l MMMYHOCYIPECCUBHBIX
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MpernapaTtoB MalMEHThl TOJDKHBI HaXo-
JIUTBCS TTON HAOJIIOIeHUEM, TaK KakK BO3-
MoxHOo obocTpeHure CKB. OcobeHHO 3TO
KacaeTcss OONTBHBIX C TTOpaKeHUEM TI0-
YeK, Y KOTOPBIX MepBOHAYATBLHO 000CT-
peHue HedpuTa MOXET IpoTeKaTb 0e3
KJIMHUYECKUX CUMITTOMOB.
6. Ouenka J1a00paToOpHBIX
napaMeTrpos

VBeueHne TUTPa aHTUTEIT K IBYCITH -
panbHoit JIHK (ds-ZIHK), kotopoe koppe-
mupyet ¢ aktuBHOCThi0o CKB, passutrem
BOJIYAHOYHOTO HedpuTa, BBISIBISIIOT Y
20—60% GonbHbIX. [Ipy MOHMUTOPMPOBA-
Huu aktuBHocTM CKB HeobxommMo onpe-
JieJIeHUE 9TOT0 MMMYHOJIOTUYECKOTO TTOKa-
3aresist. OIHaKO CYIIECTBYIOT JTaHHBIE, COT-
JIACHO KOTOPHIM HAIMYME aHTUTEN K ds-
JHK (ant-ds-/IHK) He sBnsiercst moBo-
JIOM JJIsl Ha3HAYE€HUSI UIMMYHOCYTIPECCUB-
HOI Tepanuu nauyeHTaM 0e3 KITMHUYECKUX
nposieierunit CKB [39—41]. B psine pabot
TIPONIEMOHCTPUPOBAHA ACCOITMAITIST MEXKITY
anTn-ds-J/IHK 1 cTeneHbio HeoOpaTUMBIX TTOBPEKICHIT OPTaHOB.

Anturena K Ro (antu-Ro), La (antn-La) u puboHykieo-
npotenHy (aHTU-RNP) umelT mporHoctuyeckoe 3HaueHUeE
npu CKB. Antu-Ro (SSA)- u antu-La (SSB)-aHTuTena, acco-
muupymomurecs ¢ cuHapoMoMm lllerpeHa, MpUBOASIT K pPa3BUTHIO
HEeOHaTaJIbHOU BouaHKU [41].

Antudochomumunaeie anturenaa (adJI) KoppeaupyoT ¢
akTuBHOCThIO CKB, TpoMO03amMu, HeOOpaTHMBIM TTOBPEXKIECHM -
€M BHYTPEHHUX OPTaHOB U OCIOXHEHUSIMU OEPEMEHHOCTHU TIPU
CKB [42—44]. TlpeamnonaraioT, YTO CYIIECTBEHHas poJib MpHU
paHHEM OTTOPXXEHMM TpaHcIUIaHTaTa y manueHToB ¢ CKB u me-
pecaxxeHHOI TToukoii puHamiexut adJl [45].

CHikeHre OOIIeil TeMOJIUTHYECKON aKTUBHOCTH KOMIUIEe-
meHTa (CHS50) u ero otnenbHbIXx KomnoHeHTOB (C3 u C4) Habmo-
JaeTcsl y GOJIbHBIX BOMYaHOUYHBIM He(PUTOM, UHOIIA aCCOLMUPY-
eTcsl ¢ BbICOKOI akTUBHOCTBIO CKB, HO MOXKeT ObITh 00YCIOBICHO
MX TeHeTMUYECKHU JIeTePMUHUPOBAHHBIM Ie(hUIITOM. B TO ke Bpemst
JTAHHBIE O TOM, YTO YMEHBIIIEHE aKTUBHOCTU KOMIUIEMEHTA SIBJISI-
€TCs IIPEAUKTOPOM 000CTpEHHS 3a00JI€BaHIs, OTCYTCTBYIOT [46].

Tspxenast aHeMUst COTIPOBOXKIAETCS BOBICUEHUEM B IaTOJIO-
TUYECKU Mpoliecc psiia OPraHoOB, MPOTPECCUpPOBaHUEeM 3a00e-
BaHUSI U YXyIUIEHUEM MporHo3a. Tsokenass TpPOMOOIUTOIIEHUS
yalie CBs3aHa C IMOpaXeHWeM IOoUYeK, XPOHUIECKON MOYeuyHOn
HEIOCTAaTOYHOCTBIO U TJIOXMM TTPOTHO30M. BbIpaxkeHHast Jieii-
KOTIeHUsT U TMMGOTIEHUS TTPepacTioaraloT K TPUCOeTUHEHUIO
nHpexkuu [37—41].

VYpoBeHb ChIBOPOTOYHOIO aibOyMHUHA, KpeaTUHUHA, COOT-
HOLUEeHWe OeNKa M KpeaTUHWHA B MOY€e TTO3BOJISIIOT CYAUTh O CTe-
neHu BopieuyeHus nouek npu CKB [41, 47—49].

3HaueHue C-peakruHoro 6esika (CPb) npu CKB ocraetcs
TPOTUBOPEYUBLIM. MHOTHE aBTOPHI OTMEUYAIOT, YTO YPOBEHBb
CPBb y matmenToB ¢ CKB moBbIlaeTcst penko, a B ciryyae 3HauM-
TEJBHOTO ero yBeaudeHus: (>S50 Mr/ia) HeoOXOaMMO UCKIIIoYaTh
uHbekuuio [50]. JlaHHasi peKoMeHAauKsI UMeeT OCOObIN KITMHU-
Yyeckuii cMbIcsl. HeoOxonrMo MOHUTOpUpOBaHUE JTaG0OPaTOPHBIX
W WMMYHOJIOTMYECKUX TTOKa3aTesieil ¢ 1eJIbI0 TTOATBEeP KICHS
AKTUBHOCTY UV PEMUCCHUY OOJIe3HU, TIPU TTAHUPOBaHUY Oepe-
MEHHOCTH, OLIEHKE TIOpaKeHUs TMOYeK, a TAKXKe BEpOSITHOCTU

Tabnuua 3.

Muenonatus

Tlcuxo3

Inekconarust
TlonuHeBpomaTust
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Octpoe moMpadyeHrue Co3HAHUS (IeTMPUii)
TpeBoXXHBIE pacCTPOMCTBA

KoruuTtuBHbIE HapyIIeHUs.

PaccrpoiicTBa HacTpoeHUs (aerpeccusi)
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Heiiponcuxuueckue cundpomsor npu CKB [57]

Cunzpombl, cBs3aHnbie ¢ nopaxennem [THC

AcenTUYeCKUA MEHUHTUT

LlepedbpoBackyJisipHast 60Jie3Hb

JleMUETMHUBUPYIOIINIA CHHIPOM

TooBHast 601k (BKJIIOYAst MUTPEHB U TOOPOKAYECTBEHHYIO BHYTPUUYEPEITHYIO TMITEPTEH3HIO)
JIBUraTeabHbIE pacCTPOICTBA (XOpes)

CHHIpOMBI, CBSI3aHHbIE C BOBJIeYeHHEM nepudepniecKoil HePBHOW CHCTEMBI
Octpasi BOCHaIUTeIbHAS JeMUCSTUHU3UPYIOLIAst MOJIUPATUKYIOHEBPOATHS
(cunapom [uiteHa—Bappe)

ABTOHOMHOE PacCTPOMCTBO (HEBPOIIATHS)

MoHoHeBponaTHsi, OTMHOYHAsI/MHOKECTBEHHAsI

Muactenus (Myasthenia gravis)

Hespomnarusi 4epenHbIX HEPBOB

pPa3BUTHUSI CEPAEUYHO-COCYAUCTBIX U MH(MEKIIMOHHBIX OCIOXHEe-
Huil. Hanpumep, ymepeHHoe yBeianuyeHue KoHieHTpauuu CPb
(<10 Mr/m) accouuMpyeTcsl C aTepOCKIePO30OM U €T0 OCJIOXHE-
HUSIMU, a JIeWKO-/ITUMQOTIeHUsI, 3HAUYUTEIbHOE yBETUYeHUE
ypoBHs1 CPb — ¢ pa3ButreM nHMEKIINMOHHBIX OCTIOXKHEHUN.
7. K0XHO-CAM3NCTBIE NPOSBICHUS

IMopaxenne koxu nipu CKB — oauH 13 HanboJiee BaXKHbIX
JIMAarHOCTUYECKUX MPU3HAKOB, KOTOPKIN BcTpevaercst y 55—90%
o6osbHbIX. Bbiiensior CKB-crienunduyHbie (OCTpble, MOMOCT-
pble, xpoHuueckue u uHrepmurrupyromue) 1 CKB-Hecnenu-
uunble KOXHBIE TTposiBIeHUs [S1, 52]. [y OLIEHKU KOXHBIX
n3meHeHuii mpu CKB 1 ux aMHaMUKU peKOMEHI0BAHO MCITOJb-
3oBaHue uHAekca Cutaneous Lupus Disease Area and Severity
(CLASI), no3BoJsiio11ero Ka4eCTBEHHO M KOJUYECTBEHHO OIU-
caTh MOpaXKeHUe KOKHBIX TTOKPOBOB [52].

TpakroBka KoxHbIx nopaxeHuit npu CKB kpaiiHe cioxHa.
B HEeKOTOpPBIX chydasx sl YTOYHEHMs TMarHo3a 1 reHe3a mopa-
JKEHUSI KOXHBIX TOKPOBOB HEOOXOAMMBI KOHCY/IBTALIMS JepMa-
TOJIOTa U TUCTOJIOTHYECKOe o0cienoBaHue (ouorncust Koxu). Ec-
JIM B TeYEHUE HEKOTOPOTO BPEMEHU BBICHIMTAHMS Ha KOXE UMEIOT
pa3HOOOpPa3HbIi XapaKTep WU UCIIoJb3yeMast Tepanus Headde-
KTUBHA, TO BO3MOXHO MPOBEIEHNE OBTOPHOI OMOTICUM KOXH.

8. IToukn

VBenueHre YpoBHSI KpeaTUHUHA B CBIBOPOTKE KPOBU, MO-
YeBOIl 0caloK, MPOTENHYPUS U TTOBbIIIeHUe A/l SBISTIOTCS TIpe-
MUKTOpaMu nopaxkeHus moyek u odoctpeHus CKB [49, 53—55].
B 45% cnyyaeB yactora 00OCTpPEeHMSI BOJIYAHOYHOIO HedpuTa
coctapisiet 0,1—0,2 Ha 1 manueHTta B roa. Puck aBykpaTHOro
TIOBBIIIIEHMS YPOBHS CHIBOPOTOYHOTO KpeaTUHWHA BapbUPYET OT
7,4 no 8,5% k 5-my rony 6one3nu u ot 14,3 1o 18,2% — k 10-my
rony. [lokazaHo, 4TO BO3pacT, STHUYECKAs] MPUHAIIEKHOCTD,
YPOBEHb CBIBOPOTOYHOTO KpeaTuHuHA, C3-KOMIIOHEHTa KOMIT-
nemeHTa, Al, naHHbIe OMONCUM TTOYEK (MHAEKC aKTUBHOCTU U
XPOHM3ALIMK) aCCOLIMMPYIOTCS € S-JIETHEN BbIXKMBa€MOCTBIO Ta-
LIMEHTOB C BOJYaHOUHBIM Hedpurom [41—48].

C pekoMeHIausIMU TT0 MOHUTOPUHTY TIAIIUEHTOB C XPOHU -
yeckuM rnopaxeHuem mnodek skcrneptsl EULAR pekomeHayioT
03HAaKOMMUTLCS Ha caiite: http://www.kidney.org.
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ITockonbky obocTpeHue HedpuTa MOXET IMpoTeKaTh 0e3
KIMHUYECKUX CHMIITOMOB, IO HallleMy MHEHMWIO, JIJISl OLEHKU
CTeTIeH! TTOpaXkeHUsT U PYHKITMOHAILHON CITIOCOOHOCTH TTOUeK,
3P HEeKTUBHOCTU TeparuM B TCUCHUE MEPBBIX 2—3 JIeT 60JIe3HN
Kaxble 6 Mec HeOOXOAMMO ITPOBOAUTH MUKPOCKOITMIO MOYEBO-
ro ocajka, OMpeAesaTh CyTOYHYIO MPOTEUHYPHUIO, (DUIbBTpaLI-
OHHYIO I KOHLIEHTPALIMOHHYIO CITIOCOOHOCTh MOYEK.

9. Heiiponcuxuyeckue nposiBJIeHUs

Heitponicuxmnueckue TmposiBieHus1 BeTpevyaotes ¥ 35—95%
601bHBIX CKB. 50—60% Bcex HEMPONMCUXUUECKUX MTPOSIBIICHUIA
CKB BeIsBIISIIOTCS B Ac0OI0TE WJIM B TEYECHME MEPBOTO roga 60-
ne3nu [56]. ComracHO peKOMeHIauusIM AMEPUKAHCKOM KOJLIe-
ruu pesmaronoroB (AKP) 1999 r. Beinensior 19 nieHTpanbHbIX U
nepudepruIecKuX CUHAPOMOB, CBSI3aHHBIX C TOpaKEHUEM Hep-
BHo# cuctembl npu CKB (taba. 3) [57]. Haubosnee yactbiMu
CUHIPOMAaMU SIBJISTIOTCSI TOJIOBHAsT 60JTh, PACCTPOMCTBA HACTPO-
eHUS (TPEBOXHO-ICIIPECCUBHEBIC), CYIOPOXKHBIN CHHAPOM, KOT-
HUTUBHBIC HapyIIeHUS M liepeOpoBacKy/sipHas 0oyie3Hb [58,
59]. dakTopamu pucKa pa3BUTHUSI HEMPONCUXUIECKMX CUHIPO-
moB npu CKB saBistioTcst: 1) obuas Beicokast aktuBHocTh CKB
WIN BBIPaKeHHOE TOBPEXIEHWE CUCTEM M OpPraHoB (3TO OCO-
OEHHO aKTYaJIbHO JIUIST CYJIOPOKHOTO CUHIPOMA U BBIPAKEHHBIX
KOTHUTUBHBIX HapyIICHWI), 2) HaIudue HEUPOICUXUICCKUX
cuHAPOMOB B aHaMHe3e 1 3) adJI (yMepeHHO- MJIM BBICOKOITO-
3UTUBHbIE aHTUTENA K KapAMOJIUIMHAM, [2-TIUKOMPOTeHHAM
1gG/IgM, BoiyaHOUYHBINM aHTUKOAryJasHT). Ocoboe 3HauyeHue
a®dJI umeroT TipM 1epeOPOBaCKY/ISIPHOIN 00JIe3HU, CYTOPOKHOM
CUHIPOME, YMEPEHHBIX U BBIPAXKEHHBIX KOTHUTUBHBIX HapyIIle-
HUSIX, MUEJIONATUU U JBUTATEIbHBIX HapyleHusIX (xopee) [60].

OlieHKa HEHPOTICUXUYECKUX CUMIITOMOB TPYJIHA, W CTICIIM-
(UYECKUX METOIMK, OTIMYHBIX OT T€X, YTO MCIIOJb3YIOTCS HEB-
posioramu u ncuxvarpamu y nauueHtoB 6e3 CKB, He npenjio-
keHo. llenecoobpa3sHo TakKe MMETh B BUAY BO3MOXKHbIE BTO-
pUYHbIE MPUYUHBI 3TUX HapyuieHuit npu CKB — nHdexkimoH-
HBbIe, MeTabOIMYECKNEe, SHIOKPUHHEIC, a TaKKe HeXeaaTesb-
HbIE SIBJICHUsI, CBI3aHHBIC C IPUEMOM psilia IIperapaToB.

VuutbiBast yactbie (10 85%) mcuxuveckue HapylleHus, B
YaCTHOCTH TPEBOXHO-AenpeccuBHbIe (80%) 1 KOTHUTUBHBIE (B
40—75% cny4yaeB — JeTKue U yMepeHHbIe, B 3—5% — BhIpaXkeH-
HbIe), nenvpuii u ncuxo3 (B 1—7% citydaeB), BCe MAIIUEHTHI C
CKB nmomxHBI OBITH 00CIIEIOBAHBI ¢ TTOMOIIBIO CIICIIMATBHBIX
OINPOCHUKOB U MPU MOJO3PEHUM Ha TICUXUYECKYIO MaTOJOTHIO
00513aTeJIbHO OCMOTPEHBI TicuxuaTpoM. [1pu olleHKe KOTHUTUB-
HBIX HapYLIEHUI UCTIOJIb3YIOTCS HEUPOIICUXOJOTUYECKUE METO-
VKU, TIO3BOJISIIONINE OLIEHUTh IaMsTh, BHUMaHUeE, CITOCO0-
HOCTb KOHLIEHTPUPOBATHCS, JIOTUYECKOe MbIiieHue [60].

Ha Hamr B3risin, oco6oe BHUMaHUE CIIEAYeT YACISITh BbISIB-
JICHUIO CTPECCOBBIX (DaKTOPOB, YaCTO MPEAIIESCTBYIOIINX pa3BU-
tho u/unm odoctpeHrno CKB, mcuxonorunyeckux oco0eHHO-
CTeli IMYHOCTHU U MTPOBEACHUIO0 UHAMBUIYATbHBIX ICUXOJOTUYE-
CKUX TPEHWHTOB, ITO3BOJISIIONINX MTOBBICUTh aIaNTalllio Tall-
€HTOB K CTPeCcCOBbIM (pakTopam u 60JIe3HMU.

Tepanust HEHPOTICUXMUECKUX TTPOSIBIICHUI TOJDKHA OBITh
HarpaBJieHa Ha ITo/IaBJIeHue OOIIeil BOCTIATUTEIbHOI aKTUBHO-
ctu CKB ¢ nomoubio 'K, IUTOTOKCUKOB Y TeHHO-UHXEHEP-
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HBIX OMOJIOTMYECKUX MpernapaToB, a MPOTPOMOOTUYECKHUX CO-
cTostHUM (B ToM umciie ipu Hammuuu adJl) u TpoMOOTHYeCKIX
OCJIOKHEHUIT — C TOMOILIbIO AaHTUKOATYJITHTOB, aHTUArPEraHTOB
Y aHTUTPOMOOIIMTAPHBIX TIperapaToB. Kpome Toro, npu Hamm-
YUU TIOKA3aHUU U MoJ HAOMI0JeHUEM HEBPOJIOTOB U MICUXUAT-
POB BO3MOXHO Ha3HAYeHUE aHTUKOHBYJbCAHTOB, aHTUIEIIPEC-
CaHTOB, HEMPOJIENITUKOB U AHTUTICUXOTUYECKUX MTPENapaToB.
10. ITopa:xkenue rna3s

Cpenu nauueHToB ¢ CKB, npuHUMAaOIMX aMUHOXWUHOJIM -
HOBBIe TipernapaTbl (AMI1), yactoTa pernHomatiu Hu3kast — 0,5%
[48, 49]. ®akTops! prcKa ee pa3BUTHSI — BO3pacT crapiie 60 JeT,
HaI4YMe NereHepaluy XKEeJNTOro TsATHA, AUCTPOUU CeTYATKH,
OXUpEHMe, TMOpaXkeHWEe TEeYeHHU, IMOyYeyHas HEAOCTaTOYHOCTb,
JUTATETIBHOCTD Tepanuu >5 JIeT, eXXeAHEBHasl 103a TUAPOKCHUXIIO-
poxuHa >6,5 MT/KT WM XJIopoxuHa >3 mr/kr [48, 49].

BonbHabie CKB ¢ BBICOKMM pUCKOM pa3BUTHS PETUHONATUN
TIpY Ha3HAYEHUHW aMUHOXWHOJTMHOBBIX TTPETIapaToB HYKIAIOTCS
B €XEeTrOTHOM OCMOTpe oKynucTta [50].

B ciyuae BoisiBieHus y nanyeHToB ¢ CKB, npuHuMarommx
AMII, u3MeHeHM, XapaKTepHBIX AJIsI TPpeMaKyIoMNaTuy U Ma-
kyjornatuu, AMII cineayer BpeMeHHO OoTMeHUTh. OOBIYHO Bce
U3MEHEHUS CeTyaTKU, CBg3aHHble ¢ npueMoM AMII, HocsT 06-
paTuMbIii XapakTep. MHOTOa ManmeHThl, HENAaBHO HayvaBIIve
npueM AMII, xamyiorcss Ha TpyAHOCTH (OKYCHPOBAHUSI TIPU
B3IJIsIIE HA TpeaAMeET. DTo cBs3aHo ¢ BiausHueM AMII Ha rinas-
HbIE MBIIIILIbI, HE HOCUT ITPOTrPECCUPYIOLIETO XapaKTepa U He Y-
poxaet 3peHuto. Kak npaBuiio, naHHbIi 3¢ deKT perpeccupyeT
¢ redyeHreM BpemeHu. OmioxeHue AMII Ha poroBulie BO3HUKA-
eT Ha (hoHe mpuemMa BbICOKUX 103 AMII, He sABsIeTCs MpeauK-
TOPOM PETHHOMATUM U ITOBOAOM ISl OTMEHBI IIperapara [61].

Hasnauenue 'K yBennuuBaeT pucK pa3BUTHs KaTapakThbl U
riaaykombl. [1o maHHBIM JUTEpaTyphl, TJIayKOMa BBISIBISIETCS Y
19% maLMeHTOB ¢ peBMaTUYECKUMU 3a00J1€BAHUSIMHU, TTOJTyJaro-
mux >7,5 Mr/cyT MpeaHu300Ha, B OTJIn4Ke OT 3% MalueHTOB,
MOJTyYaloIIMX TIPEIHU30JI0H B 103e <7,5 mr/cyT [62].

Oo0cyxnenne

Pexomenpmanuu, paspaborannbie skcrnepramu EULAR,
OBbLIM YCOBEPILIEHCTBOBAHBI C YYETOM TOCTOSIHHO OOHOBIISIIO-
LIUXCST TAaHHBIX JINTEPATYPbl U1 MOTYT OBITh UCIOJIb30BaHbI IS
MoHuTOoprHTra 60bHBIX CKB B peanbHOll KIMHUYECKON MpaK-
Tuke. B ToO ke BpeMsi MHOTME BOIMPOCHI, Kacalolllecs: BeIeHUs
6ompHBIXx CKB, He TIpencTaBIeHbl U OCTATNCH HEPEIIIEHHBIMU B
CBSI3U C TE€M, YTO YPOBEHb MX JOKA3aTeJbHOCTU ObUT CTIOPHBIM.
HekoTtopble U3 3THX BOMPOCOB OUEHb BaXKHbI, HATPUMEP MOHU-
TOopuHT 60bHBIX CKB B 3aBUCMMOCTM OT COIMYTCTBYIOIIMX 3a-
OoJieBaHUI ¢ orpene/ieHUeM YPOBHSI JTUMUAO0B, udMepeHueMm A/l
KaK MMHUMYM pa3 B roji, 00CJieJ0BAHUEM HAa OHKOJIOTMYECKYIO
TIaTOJIOTUIO, TIPOBEICHNEM IEHCUTOMETPUU; IPYTUE MOTYT OBITh
MeHee 3HAYMMbIMU, HATIPUMEDP €KeTOJHOE OTpe/ieeHNe YPOB-
H$I caxapa B KPOBM y MallMeHTOB, He nojydatonmx ['K.

JaHHast myGnuKanys MocTaBuiIa 3a1auu, KOTOpble TPeOyIoT
NaJbHENIIIero U3y4eHusl U pellieHus: TTIOMCK HOBBIX OMOMapKe-
POB, MTO3BOJISIIOIIMX MOHUTOPUPOBATh akTUBHOCTHL CKB, co3na-
HIE PYKOBOJICTBA MO CKPUHUHTY COITYTCTBYIOIIEH MaTOJIOTUN 1
OMOICUU MOYEK.
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