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1.

MeTtoaosorust

MeToabl, HCIIOJIb30BAHHBIE 1JIsl COOPa/CeIeKINH T0KA3aTeIbCTB: ITOUCK B 3JICKTPOHHBIX
0a3ax JaHHBIX.

Onucanue MeTOA0B, HCNOJIB30BAHHBIX /LISl COOPa/ceIeKIMU 10KA3aTeJIbCTB:
JI0Ka3aTeabHOM 0a30i /Ui peKOMEHIalMi ABIseTCs IIyOrHa MyOInKaluii BOLIEIINX B
Koxpanosckyro 6ubamnorexy, 6a3bl nanasix EMBASE u MEDLINE. I'myOuna nouncka
cocrasisuia 10 ner.

MCTOIII)I, HCIOJIB30BAaHHbIC 1] OLICHKHU KaYeCTBa "N rJIyﬁI/IHbI A0Ka3aTe/IbCTB:

o KOHCGHCYC OKCIICPTOB
o OI_IeHKa 3HAYUMOCTHU B COOTBCTCTBHU C peﬁTHHOFOBOﬁ cxeMoi

PeiiTuHOroBasi cxema JJisl OlleHKH CHJIbI PeKOMeHIauii

CWJIa | OIIUCaHHe

A [To MeHb1IEH Mepe, OANH MeTaaHAINU3, CUcTeMaTH4eckuit 00630p, uiu PKU nanpsimyro
MIPUMEHEHHBIE K 1[EJI€BOU MOMYIISIIIUU U IEMOHCTPUPYIOIMIUNA YCTOMUYHUBOCTh PE3YJIbTAaTOB

B ['pymma goka3aTenbCTB, BKIOYAIOUINX PE3yIbTaThl UCCICOBAHUM, HATIPSIMYIO
MIPUMEHUMBIE K 11€JIEBOM MOIMYJISIIIUU U JEMOHCTPUPYIOIINX OOIIYI0 YCTOMYUBOCTD
pe3yJbTaTOB

C Xopol1110 NpoBeICHHBIE UCCIIEIOBAHUS CITY4aii-KOHTPOJIb HJIM KOTOPTHBIE UCCIICIOBAHUS
CO CpeJiHEN BEPOSITHOCThIO MPUUYMHHON B3aUMOCBSA3HU

D HeOoupme nuioTHBIC UCCIIEA0BAHMS, OTIMCAHKE CITyYaeB, MHCHUE DKCIIEPTOB

Onucanue MeToaa BAJIUAN3ANUHA peKOMeHJIaIII/Iﬁ

Hacrosiiue pekoMeHgaum B npeaBapuTeIbHON BEPCUH OBbLIIN pPEeLEH3UPOBAHbI
HE3aBHCHMBIMH KCIIEpTaMH 10 JOCTYIHOCTH JUIsl IOHUMaHUS Bpayeil peBMaTOJIOT OB,
Bpadeil NEPBUYHOIO 3B€HA M YYAaCTKOBBIX TEPANEBTOB, OLEHKH UX BAXKHOCTH IS
IIOBCEIHEBHOM MPAKTUKH.

KomMmeHnTapuu, nosydeHHbI€ OT SKCIIEPTOB CUCTEMATU3UPOBAINCH U 00CYKIaIHCh
npejcenaTenaeM 1 4ieHaMu pabodel IpyIbl, perucTpUPOBAINCH N3MEHEHUS KaX/10T0
IyHKTa pekomeHaauui. [lpensapurenbHble peKOMEHJAMU ObUIM IPEICTABICHbI IS
muckyccun Ha Kondepenuuu ®I'bY HUMP PAMH, Ha coBemanun DKcnepTHOTO
Cosera Acconuanuu peBMaTosioroB Poccun 1 BbICTaBIEHBI ISl ITUPOKOTO OOCYKICHUS
Ha caiite ®I'BY HUNP PAMH u APP.

Pabouas rpynna

Jj1s OKOHYATENIbHOM pelaKIIui U KOHTPOJISI KauyecTBa PEKOMEHIAIMH OBLIM TOBTOPHO
IMpoaHAJIN3UPOBAHBI YICHAMUA pa60qel71 T'pYIIibl, KOTOPBIC IPHUIIIN K 3aKJIIFOYCHUH, UTO
BCE 3aMEYaHMsI U KOMMEHTapHUH SKCIIEPTOB IPUHATHI BO BHUMAHUE, PUCK

CHCTEMAaTUYECKHUX OIIHOOK CBCJCH K MUHHUMYMY.

OcCHOBHBIE peKOMEHIAIUU




Cua pexomennanuii (A-D) npuBoasTcs mpu U3JI0)KEHUU TEKCTa PEKOMEHIAIIHIA.
2. Omnpenejienne, NPUHUMIBI IUATHOCTHKHA

Cucremuas kpacnas Bouanka (CKB) — cucremHoe ayroummyHHOE 3a00IeBaHIE
HEU3BECTHOI 3THOJIOTUH, XapaKTEPU3YIOLIEEeCs TUIIEPIPOAYKIIUEH OpraHOCIeMPHUUESCKUX
ayTOAHTUTEN K Pa3IMYHBIM KOMIIOHEHTAM KJIETOYHOTO SiJJpa C pa3BUTHEM
MMMYHOBOCHAJIUTEIBHOTO OBPEXKACHUS TKAHEH U BHYTPEHHUX OPraHoB.

Kox mo MKB-10 M.32 CucremHas KpacHasi BOJT9aHKa

UAEeMHO0JIOr U

3aboneBaemocth CKB komnebnercs ot 4 qo 250 ciyuaeB Ha 100000 Hacenenus. [Tuk
3a0oeBaeMOCTH npuxoauTcs Ha 15-25 ner. Kenuunel crpagatot B 8-10 pa3 yaiie My 4uH.
CwmeptHocTh ipu CKB B 3 pasa Bblilie, 4eM B MOMYJISLUH.

IpopuiakrTuka
OTHOJOTHS HEU3BECTHA, MPOPUIAKTHKA HE TIPOBOJUTCS.

CxpuHUHT
He nposoaurcs.

JIlmarHocTtuka

Jlnarno3 CUCTEMHOM KpacHOM BOJYAHKU JIOJKEH ObITh 00OCHOBAH HAIMYHEM
KIIMHUYECKHUX MPOSBICHUHN U JAaHHBIMU JIa0OPATOPHBIX HccleaoBaHUM. [l MOATBEpKACHUS
muarnosa tpeoyercs He MeHee 4 u3 11 kpurepueB ACR, 1997 r. B cnydae BKITIOUSHHS MAIIMCHTA
B KJIMHAYECKOE HCCIIEOBAaHUE PEKOMEHIYETCS NCTIOIh30BATh AUATHOCTHYECKHE KPUTEPHH
SLICC, 2012, corinacHo KOTOpBIM /j1s ycTaHoBieHus nuarHo3a CKB nomxHO ObITh 4 KpuTepus,
OJIMH U3 KOTOPBIX JIOJDKEH ObITh UMMYHONIOTHYecKui ( moboii u3: a-JIHK, AH®, Sm, a-KL, C3,
C4).

HMuarnoctuyeckue kpurepuu CKB (ACR, 1997)

1. Coinb Ha cKynax: (UKCHpOBaHHAs 3pUTEMa, C TEHJIEHIIMEHN K paclipOCTPAHEHUIO Ha
HOCOT'YOHYIO 30HY.
(1 2. JluckouHast ChINb: IpUTEMATO3HbIE MPUIOAHUMAIOIINECS OJSIIKY C MPHINTIAIOIIUMHU
KOXHBIMHU YelTyWKamMH U (POJTUKYISIPHBIMU TPOOKAaMHU, Ha CTapbIX OYarax BO3MOXHBI
aTpodudeckue pyOoIrsl.
(1 3. doTtoceHcnOUMU3aIMs: KOXKHAs ChIlb, BOSHUKAIOLIAs! B Pe3y/IbTaTe peaKkuy Ha

COJIHECYHBIN CBET.



(] 4. SI3BBI B pOTOBOM MOJIOCTH: U3BA3BICHUS TIOJIOCTH PTa WM HOCOTJIOTKH, OOBIYHO
6e3001e3HEHHEBIE.
(1 5. ApTpuT: HEIPO3UBHBIN apTPUT, MOPAKAIONIUH 2 UK OoJee neprudepuyecKux CycTana,
MPOSBIIAIONINICS O0J€3HEHHOCTHIO, OTEKOM U BBIIIOTOM.
(1 6. Cepo3ur:
(1 mneBpuT (TUIeBpaJIbHBIC OOJIM W/WIIK IIIyM TPEHUS IUICBPbI, W/WIN TUIEBPAJIbHBIN BBIIOT),
(1 mepuxapaut (LIyM TPEHUS MEepHUKapa MpU ayCKyJIbTAlUH W/WIN TPU3HAKY TIEPUKAPIUTA
MIpU dXOKapauorpapun).
(1 7. IlopaxeHnue moyex:
(1 mepcuctupyromas nporennypus He menee 0,5 T/CyTKu
[l w/mmy nuaMHAPYpUs (SPUTPOLUTAPHAS, 3EPHUCTAS MM CMEIIaHHas ).
[ 8. Ilopaxenue [THC:
[J cymnoporuy,
[J  mcuxo3 (B orcyrctBue npuemMa JIC nnm MmetaboIndecKux HapyIeHu ).
[ 9. 'emarosiornueckue HapyIIeHUs:
(]  TeMOJUTHUYECKasi aHEMHUSI C PETUKYIOLIMTO30M,
[ neiikontenus < 4,0 x10 9 /n (3apeructpupoBanHas 2 u 0oJjee pasa),
(1 tpomOGouuTornenus < 100 x10 9 /n  (mpm OTCYTCTBHH ITpHUeMa JICKapCTBEHHBIX
MpenaparoB).
10. UMMyHOIIOTHYECKHE HAPYILIECHHUS:
1. a-JIHK,
a-SM,

MOJOKUTEIBHBIN TECT HA BOTYaHOYHBIN AHTHUKOAr'yJISAHT,

O O 0o o o .o

2.
3. anTHUTENa K hochoaunuaam,
4.
5.

CTOIKas JIO)KHO- TIOJI0XKUTENNbHAs peaklus Baccepmana (He MeHee 6 Mecs1eB) pu
1a00paTOPHO MOATBEPKICHHOM OTCYTCTBUHU CH(UIIHCA.
[ 11. IloBbimenue TutpoB AH® (mpu OTCYTCTBUU JIEKAPCTB, BHI3BIBAIOIINX

BOJTYAHOYHOTIOZOOHBIN CHHAPOM).

HUTOI'O: | | |wu3 11 xputepuen



Juarnocruyeckue kpurepuu CKB (SLICC,2012r.)

KJIMHUYECKHUE KPUTEPUH:
1 | OcTtpoe, aKTUBHOE MOPaKEeHHE KOKHU:
Q Chimb Ha cKynax (He YYUTBIBAIOTCS TUCKOUIHBIC BEICHITIAHNS)
a Bynnesnsie BEICHITIaHNS
KCHUYECKHUH 3MUAePMaTIbHBIA HEKPO3 KaK BApUAHT
O | Toxcmuecknit smaepman ekpo3 kak BapuanT CKB
a Maxymnomnamnyse3Has CHIITb
a DOTOCEHCHOMITN3AINS: KOXKHAS CHIITb, BO3HUKAIOIIAS B PE3yJIbTaTe peakI[ui Ha
COJIHEYHBIH CBET
] Wim mojoctpast KoxkHasi BoJrdaHKa (HEMHIYpHPOBaHHBIE ICOpHa30()OpMHBIE H/WIH
KPYTOBbIC MOJIHIHKINYECKUE MMOBPEXKICHHSI, KOTOPHIe MPoXoasiT 0e3 o0pa3oBaHHs
pyOIIOB, HO ¢ BO3MOXHO} [TOCTBOCTIAJMTENEHON ASTIMTMEHTAIMEH MITH TEJICaHT HOIKTAZUIMH)
2 XpoHu4YecKas KOKHASI BOJTYAHKA:
Q Kitaccuueckast nuckougHas ChIIb
a Jloxanu3oBaHHAs (BBIIIE IIICH)
a I'enepamm3oBanHast (BBIMIC W HIDKE IIICH)
a T'uneptpoduyeckue (6opoaaBUaThIe) NOPAKECHUS KOXKH
a [TaHHUKYJIHT
a [TopakeHHe CIM3UCTHIX
a OTeuHble pUTEMaTO3HBIC OJISIIKY Ha TYJTOBHIIC
a Kammsiputsl (KpacHast Bomganka 00MOpOoXeHus, [ aTYMHCOHA, TIPOSBISIOMIASCS TIOPAKCHAEM
KOHUYMKOB MMAJBLEB, YITHBIX PAKOBHH, ISITOYHBIX H MKPOHOXKHBIX 00JIacTeil)
a JuckouHas KpacHasi BOJIYAaHKA 10 THITY KPaCHOTO IUIOCKOTO JIMIIas uin Overlap
3 SI3BbI cAM3UCTBIX: (B omcymemeuu ciedyiowux RpuyuH, maxkux Kax: eackyium, 6onesus Bexuema | ungexyus
8UPYCOM 2epneca, 80CnAnUmenbHble 3a001e8aHUsI KUUEeUHUKA, PeAKMUBHbLIL apmpum, U YnompeoieHue KUCIblX
nuuiesvix NPooyKmos)
a PoTOBOI# 110JI0CTH
a Heba
a LIEK
a SI3BIKA
a Hocosoii mojocTu
4 Hepyouosasi anonenusi: (1uddy3Hoe HCTOHISHUE BOJIOC HIIH TOBBIIIEHHAS XPYIKOCTh BOJIOC C BUAMMBIMHU
00JIOMaHHBIMH yYaCTKAMH)
(B omcymemesuu cnedyowux npuduH, makux KaKk: 04azogadst aioneyusl, 1eKapCmeennas, 6Cle0cmeuu deguyuma
acenesa, u AHOPO2eHHAsL )
5 ApTtpur:
Q CHHOBHT C y4acTHeM 2 Win 00Jiee CyCTaBOB, XapaKTEePU3YIOIIEECs OTCKOM HIIH BHIITOTOM
a Wnun BonesnenHocTs 2 mim 0oJiee CyCTaBOB U YTPEHHsIsI CKOBAHHOCTB 110 KpaitHeil Mmepe 30 MUHYT
6 Cepo3ur:
a TUnU4IHBIN MIIEBpHUT B TeUeHUH Oosee yem 1 qHs
a Wnu T11eBpanbHbIid BHIIOT
a Vv 1ryM TPEHUs! TUICBPBI
a TunuuHas epukapauanbHas 0056 (00Jb B MONIOKEHHUH JIEkKa, KYMHPYIOMIASCS [P MOJOXKEHUH CHIIS C
HAKJIOHOM BIIepe) B TeUCHUH Ooiiee yem 1 mHS
] Wnu INepukapauaibHblil BBIIOT
d Wnu mrym TpeHus nepukapaa
Q Wnu snexTpokapauorpaduueckue Npu3Haku nepukapaurta (B omcymemeuu credyiowux npuyuH,
MAaKux Kax: ungexyus, ypemus, u nepuxapoum JIpecciepa)
7 Ilopaskenne noyek:




Q CooTHoILIIEHHE YPOBHS OEIOK/KpeaTHHUH (KK CyTOYHAs MPOTEHypHs) B Mode, 6onee 500 mr Genka 3a 24

qaca
a Wiu spuTporuThl B MoUe 5 Wiu 0oJiee WM IWUIHHIAPHI B Mode 5 mim OoJiee
8 Heiliponcuxnyeckue nopa;KeHus:
a OnunenTHYeCKUil MPUCTYI
a [cuxo3
a MOHO/IONMHUHEBPHT (8 OMCYMCmMEUU Opy2ux NPUdUH, MaKux Kax nepeudHbslll 6aACKyIum)
a Muesnur
a IMaTonorust 4eprnHO-MO3rOBBIX HEPBOB/Iepupeprieckas Heiiponatus (6 omcymemeuu Opy2ux npuyun,
MAaKux Kax: nepeuiHulll 6aAcKyIum, UuH@exyuu u caxapioz2o ouabema)
a OcTpoe HapyllIeHHe CO3HAHUS (6 omcymcmeue Opy2ux npuduH, 6 mom yucie mokcuyeckux |
MemadonUYecKux, ypemuu, 1eKapcmeentbix)
9 I'emosMTHYeCKAsi aHEMMUSI:
10 a Jleiikonenus (<4,0 x10 ° /1 1o kpaiineii Mepe oauH pa3) (6 omcymcmeuy Opy2ux npuLUH, Maxkux Kax:
cunopom Penmu, 1eKapcmeeHHble U NOPMAIbHOU SUNEPMEH3UL)
a Wnu JTumdonenns (<1,0 x10 ° /n no kpaiineii Mepe ouH pas (6 omcymemeuu Opy2ux RPULUH, MAKUX KaK:
KOpMuKocmepouowl, 1ekapcmed, u uHgpekyus)
11 | TpomoouuTonenus (<100 x10 ° /n 1o kpaiineii Mepe oauH pas) (6 omcymcmeuu Opyaux nPUUUH, MAKUX KAK:

NeKapcmea, NOPMaAibHAs CUNEPMEH3U, U MPOMOOMULECKAS MPOMOOYUMONEHUeCKAs NYPRYPQ)

NMMYHOJOI'MYECKHUE KPUTEPUMN:

1 ANA BrIIIIe ypoBHS Anana3oHa pedepeHc-nmadopatopun
2 Anti-dsDNA Beiiiie ypoBHs quana3oHa pedepeHc-nadoparopun (Wian >2-X KPATHOTO YBEIUUCHUS METOJIOM
ELISA)
3 Anti-Sm Hanuume aHTUTEN K SJAEPHOMY aHTUTEHY SM
4 AHnTH}OCHOIMNNIHbIE AHTUTEJIA TI0JIOKHUTEIILHBIE ONPeIeJICHHbIE JI00BIM U3 CIIEIYIONIMX CIOCO00B!
] I1os10°kUTENbHBINA BOJIYAHOYHBIA AHTUKOATYJISIHT
] JloxxHO ToJIOKHMTENbHAS peakiys Baccepmana
a CpenHuii WK BRICOKHT TUTP aHTUTEIN K Kapauoiununy yposast (1gA, 19G, unu IgM)
a [Tost0XKUTENBHBIN pe3yibTaT TecTa Ha aHTU-PB2-rmukonporend | (IgA, 1gG,umu 1gM)
5 Huskuii komjaeMeHT
Huzkuit C3
Huzkuii C4
Huskuit CH50
6 MonoxutenbHas p-uust Kym6ca npu oTcyTCTBUHM reMOJIMTHYECKOI aHEMUH

o Kiauanmueckue KpUTCpUun

0 HMmmyHOnDOrnyeckue KpuTepun

3. JleyeHune cHCTeMHOIi KPaCHOM BOJTYaHKHU

OO0mme pexomeHnaanumn

3.1

OcHoBHas uenb papmakorepanuu CKB — noctukenue pemuccuul (UM HU3KOM aKTUBHOCTH)

3a00JIeBaHUs (ypOBCHB JA0Ka3aTCJIbHOCTHU C), a TaKKC CHUKCHUC pHUCKa KOMOp6I/I,[[HBIX




3aboneBanuii (ypoBeHb qokasarenbHocTd C). Onenka addekra Tepanuu J0IKHA OCHOBBIBATHCS
Ha crangaptuzoBanHbix nHAekcax: BILAG,SELENA-SLEDAISLEDAI2K, SRI, SFI
BKJIFOYAIOITUX KIMHUKO-JIa00paTOpPHBIE MPU3HAKU OPAKEHUSI BHYTPEHHUX OPraHOB U CUCTEM,
TaK)Ke MHJIEKC IJ100aJIbHOM oleHKM cocTossHus namuenta —PGA. Jleuenue nmanuentos ¢ CKB
JIOJDKHO TIPOBOJIUTHLCS BpayaMHU-PEBMATONIOTaMH (B BUEC UCKIIOUEHUS Bpay OOIIEH MPaKTUKH,
HO MPU KOHCYJIbTATUBHOM MOJJIEPKKE Bpaya-peBMAaTosI0ra) C MPUBJICUYCHUE CIICIIMAIUCTOB
JIPYTUX MEJIUIMHCKHX CHEeIHATbHOCTEH (HEPPOIOTH, JepMaTOIOTH, TEMATOJIOTH, KapIUOJIOTH,
HEBPONATOJIOTH, IICUXUATPHI U JP.) U OCHOBBIBATHCSI HA TECHOM B3aUMOJICHCTBUY Bpaya
nanuenTa (ypoBeHb qokaszatesbHocTu C).

3.2

CrnenyeT pekoMeHI0BaTh MalueHTaM n3beratb (pakTopoB, KOTOPHIE MOTYT IMPOBOIIMPOBATH
ob0octpenue 60se3HN (MHTEPKYPPEHTHBIE HH(DEKIINH, CTPECC, HHCOSIIHS, HEMOTHBUPOBAHHBIIH
pUEM MEIMKaMEHTOB U Jp.), 0TKA3aThCs OT KYPEeHHsI, CTPEMUTCSA K MOAJIEPKaHUI0 HOpMaIbHOU
Macchl Tena (ypoBeHb nokaszatenbHocTu C). Y 6onbHbix CKB noBbIlIeH puCK pa3BUTHS
WHTEPKYPPEHTHBIX UH(EKIINH, aTepOCKIIepO3a, apTepUAIbHON TUIIEPTCH3UH, TruabeTa,
37I0KA4E€CTBEHHBIX 3a00JIeBaHUH, UTO B 3HAUUTEIHHON CTETICHN YBEIMYUBACT JICTAIbHOCTD.
[TaniMeHTHI C TOBBIIEHHBIM PUCKOM TOJIJIKAT HAOIOICHUIO M 00CIICIOBAHUIO COBMECTHO C
NpOPUIHHBIMU CIICIIMATIACTAMH.

3.3

OcnoBnoe mecto B sieueHnn CKB 3anumarot riarokokoptuxkousl (I'K), mutocratuku u
aMUHOXUHOJIMHOBBIE TIpeTapathl (YpoBeHb JOKA3aTeIbHOCTH A). AMUHOXUHOJIHMHOBBIE
npenaparsl IPU OTCYTCTBUHU MTPOTUBOIIOKA3aHUMN JOJIKHBI HA3HAYATHCSl BCEM 0€3 HCKITIOUCHUS
6osbabIM CKB, niuTenbHbINA TpHEM aMUHOXHHOJIMHOBBIX MPENnapaToB 00ecneynBaeT
npoUIaKTUKY 000CTPEHHI, CHIDKEHUE aKTUBHOCTH U PUCK Pa3BUTHSI KapIMOBACKYIISIPHBIX
OCIIO’)KHEHUH (YpOBEHb JJOKA3aTEIbHOCTH A).

3.4

Hnst neuenus CKB ¢ HEBBICOKOI CTENEHbIO aKTUBHOCTU U 0€3 MOPaKEHUSI )KU3HEHHO-BAXKHBIX
OPraHOB JIOJDKHBI OBITH MCIIOJIb30BaHbl HU3KHUE 103bI [ K n\iin aMMHOXWHOJIMHOBBIC TIpENapaThl.
HIIBII ucrione3yrorcs B T€4EHME KOPOTKOTO BPEMEHU U TOJIBKO Y HALMEHTOB C HU3KOH
CTENEeHbIO BEPOSATHOCTU Pa3BUTHUS MOOOUHBIX 3P dekToB. [Ipu HenocTaTOUHOM 3PHEKTUBHOCTH
I'K nnm ¢ 1enbro yMEHBIIIEHHS 10361 BO3MOYKHO Ha3HAYEHUE IIUTOCTATHKOB (a3aTHOTIPHH,
ModeTriia MUKOGEHOIAT UITH METOTpeKcar), (YpoBeHb JoKa3aTelbHOCTH A). Pekomenayemas
exxenneBHas n1o03a ['K He nomkHa npesbimats 20-25 mr, TrakBeHIT Ha3HavdaeTcs B qo3e 200-400
MT B JIeHb (YpOBEHb Jioka3arenbHocTH A). [Tynbc-tepanus (MH)y3un 6- METHIIICTHH30JI0HA 3

nus 1o 500-1000 Mr) Ha3HAYaeTCsl B CIIydasX TOPHUIHOTO TeueHUs (YpPOBEHb JI0KA3aTEIbHOCTH



C). Hapsiny ¢ oCHOBHBIMHM NIpeniapaTaMu Mpyu MOKa3aHUSAX MOTYT ObITh HCIIOJIb30BaHbI
AHTUOMOTHKH, IIpenaparbl KPOBU, IPOTUBOBUPYCHBIE U IPOTUBOIPUOKOBBIE ITpeNapaThl, aHTH-
KOAryJIsIHTBI, JIe3arperaHThbl, MOYETOHHbIE U TUIIOTEH3UBHBIE ITpenapaThl, CTaTUHbL. [Ipu
nopaxenuu [{HC moryTt Ha3HauaTbcs ceAaTUBHBIE, IPOTUBOCYIOPOXKHBIE U IICUXOTPOITHBIE
npernapaThl.
3.5

VY 601bpHBIX CKB € BBICOKON HMMYHOJIOTMUECKON U KIMHUYECKON aKTUBHOCTBIO (BBICOKHI
yposenb ant —/{HK, camxenne C3 u C4 komnonenToB kommmiementa, SLEDAI 6-10 6amios),
0e3 KJIMHUYECKUX MPU3HAKOB aKTUBHOT'O BOTYaHOYHOTO HeppuTa u nopaxkenust [IHC
pekomenayercs npuMeHenne antTu-BLyS tepanun (benumymat) mo 10 Mr\kr exxemMecsiaHO
(pexomenmanuu FDA, 2011 r. ypoBeHb qokazareiapbHocTH A). beanmymab HazHavaeTcs
6onpHBIM CKB ¢ npenMyIiecTBeHHBIM MOPAXKEHUEM KOKHU, CIIU3UCTHIX 000JI04YEK, CYyCTaBOB,
HEaKTUBHBIM BOJTYaHOYHBIM HEPPUTOM (MIPOTEUHYPUS < 2T), C HE KPUTUYECKUM YPOBEHEM
aHEMUH, TPOMOOLIMTONICHUH, JICHKONIEHUH, C YaCThIM pa3BUTUEM O0OCTPEHUI U C 3aBUCUMOCTBIO
OT IIpYeMa CPEIHUX U BBICOKHUX 7103 ['K, BBICOKMM pUCKOM pa3BUTHSI OCIOKHEHUN TEpAIIuu
(moBpeskaeHust opranoB), nHdpeknui. [Tepsoie 3 uHdy3un o 10 Mr\kr Beca Ha3HAYAIOTCS B
crarronape (0-14-28 nenn) u ganee B aMOyJIaTOPHBIX YCIOBHSIX €KEMECSIUHO B TCUCHHE HE
MeHee 6 MecCsIIIEB.
3.6

[Topaxenue xu3HEeHHO-BaKHBIX opraHoB npu CKB MoxeT nmpuBectu k HeoOpaTuMoii yrpare
byHKIMK U\WIH JTeTalbHOMY Bcxoay. Hampumep, npu HepuTe, K pa3BUTHIO TEPMUHATBHOM
MOYEYHON HEJOCTATOYHOCTH, IPU MOPAKEHUU CEPALA K TSHKEION CEepIeUHON HETOCTATOYHOCTH,
yrpo3sa >Ku3HM Hepenko Habmonaetcs npu nopaxkenuu [THC, pa3BuTun anpBeonnTa, aHeMUu U
TpombonuTonenuu. B ciaydasx nporpeccupyromero tedenuss CKB, ¢ BbICOKON aKTUBHOCTBIO U
TSDKEJBIMU MIOPKEHUSIMU BHYTpeHHUX opraHoB 'K Ha3HAa4aroTCs B BBICOKUX (ITOIABIISIOIINX )
no3ax. OOBIYHO MPUMEHSIETCSI TPETHU30JIOH BHYTPb B 03ax 40-60 mr (vu 0.5-1.0 mr\kr Beca)
(ypoBeHb noka3aTenbHOCTH A). [Ipy KpUTHUECKUX CUTYalUsX WK Hed(hPeKTUBHOCTH
Ha3HAYEHUS MPEHU30JI0HA BHYTPb IPUMEHSIOTCS HHDY3UH 6-METHIINPETHU30JI0HA (T1yJIbC-
tepanus 3 aHs noapsn no 15-20 mr\kr) (yposens nokasatenbHoctd C). 'K ropmoHs! B Tepanuu
CKB 3anumMarotr 0co60e MecTo U MX Ha3HaYeHHE ABIJIAETCS 00s3aTeIbHBIM IIPU CPEAHEN U
BbICOKOM akTuBHOCTH CKB. /InuTenbHOCTh Tepanuy NpakTUYECK HE OTPAHUYEHA U MOYKET
MPOJIOJKATHCS B TEUEHUE MHOTHUX JIeT. [Ipu TOCTHKEHUHU yaydllleHusl, CHUKEHUSI aKTUBHOCTH
0one3nu - no3a 'K MoxkeT ObITH MeITIEHHO yMeHbIIeHa (00b19HO 10 1 Mr B 7-10 qHeit) mo
MOJIEPKUBAIOLIEH, KOTOpasi BApbUPYET B 3aBUCUMOCTHU OT T€UEHMsI 00JIE3HU, TOPAKEHUS TOTO

WJIM MTHOTO OpTraHa WJIM CUCTEMBI, pUCKa pa3-BUTHUS 000CTpeHUs, KOMOPOUIHBIX 3a00I€BaHUN 1



ocnoxHeHui. [Ipenaparom BeIOOpa i1 cucTeMHOM uiu nHGy3uonHo# Teparnuu ['K sBisiercs 6-
metunnpeann3onoH. [pu anmutensHoM npueme 'K y 00onpHBIX HE0OOXOAMMO KOHTPOJIUPOBATH U
IPOBOJUTH MPO(PUIAKTHKY OCTEONOPO3a, CaxapHOro auabdeTa, aTepocKiIepo3a, THIIEPIUIHIEMHH,
apTepuanbHOM runeprensuu, nopaxenus KKT, katapakTel, rimaykoMmsl. PanaoMH3npoOBaHHBIX
uccienoBanuii 3gpexktuBHocTH ['K mpu CKB He npoBoamiock (ypoBeHb qokaszarenbHocTa C).
3.7
[lutocTatuku (IUTOCTATHYECKUE UMMYHO IEIIPEeCCanThl) Ha3HauatoTcst 6oapHbIM CKB mpu
IIPOrPECCUPYIOILIEM T€UEHUH, BBICOKON AKTUBHOCTH, COMPOBOKIAFOIIMMUCS OPAKEHUEM KU 3-
HEHHO-BaYKHBIX OPTaHOB U cucTeM. J[J1 MHAYKIMOHHOW Tepanuu UCHOIb3yeTcs Hukiodochan
(I®D) nm moderuna mukopeHonatr (MMO®). [ID rHazHavaeTcs IpU pa3BUTUU BOTIAHOTHOTO
Hedpura mo 1000 Mr BHyTpUBEHHO €KeMeCcauHO B TeueHue 6 MecsieB win 1o 500 mr kaxabie 2
Hezaenu, 10 6 uady3uil. MM @ Ha3Haudaetcs B 103€ 2-3 T B JieHb B TeueHue 6 mecsies. LD u
MM® npumeHsoTcs B KOMOMHALIUY C MYJIbC-Tepanueil 6-MeTUIPETHU30JI0OHOM U
nocienytonmm HazHadenneMm 'K BayTpb B 03¢ 0.5-1.0 Mr\kr (ypoBeHb J0Ka3aTeIbHOCTH A).
WNuaykunoHHas Tepanus IpoBOAUTCS B TeueHue 3-6 mecsues. [Ipu 1ocTHKeHNN KIMHUKO-
nabopatopHoro 3gdekxra MUTOCTATHKU HUCTIOIB3YIOTCS B KAUeCTBE MOIIEP>KUBAOIIEH Teparuu:
MMO® B no3ax 1-2 T B IcHb WK a3aTHONPUH 2 MI\KT B JICHb B TeYeHUE 6 MecsiieB. (YPOBEHb
JI0Ka3aTeNbHOCTH A). B 0TeNbHBIX CydasX MOXKET ObITh UCIOJIb30BaH IIUKJIOCIOPHUH.
[{uTocTaTuky sABIAIOTCA BaxHeHnM komnonenToM jedenuss CKB, ocobenno npu
YTPOXKAIOILIEM TEUEHUH C opakeHueM nouek, LIHC, renepain3oBaHHOM BacKyJIUTE, aJbBEOJINTE.
HazHauyeHne IUTOCTaTUKOB KaK B MHAYKIIMOHHOH (a3e, Tak Mpu MOIICPKUBAIO-IIIEH Tepanuu
JOJIKHO HAaXOAUTCS MOJ1 TOCTOSIHHBIM KOHTpoJeM. [Ipy Ha3HaueHHH 3TUX MpernapaToB BHICOK
PHUCK pa3BUTHUS OAKTEpUATbHBIX U BUPYCHBIX MH(EKIINNA, TOKCUUECKOT 0 TeNaTuTa, yrHeTeHUs
KOCTHOMO3IOBOT'O KPOBETBOPEHHUS.
4. Jleyenue BoryaHo4HOro Hegpura (BH)
Onpenesienune
B HacTosAlux pekomeHaauusax BH onpenensercs coorsercrBenHo kputepusim ACR:
e nepcucTupyromias nporeunypus > 0,5 r\nexsp,
e u\IH : 5 SPUTPOIIUTOB, S JTEHKOIUTOB MM IWINHIPOB MPH OTCYTCTBUU
WH(EKIIUA MOYEBBIX MyTEH
® JIONOJIHUTENIBHO: IaHHbIe He(hPOOUONICHU C TIOATBEPKICHUEM
MMMYHHOKOMITJIEKCHOTO HeppuTa

buorncus nouky, npyu OTCYyTCTBUM NIPOTUBOIIOKA3aHUH I0JIKHA IIPOBOJUTHCS Y BCEX MALIUEHTOB
CKB c aktuBHBIM HehpuTOM. Pe3ynbraTel OMONCHN JOMKHBI OLIEHUBATHCS 0 KJIacCU(DUKAIIMH

ISN\RPS, (ypoBeHb 1oKa3aTeibHOCTH A).



Knaccugukarus BoauaHognoro Hedpura MexxayHapo1HOH accoranny HepoaoroB U
nedpomarosoros ISN\RPS ,2003 r

Kinacc | MuHuMalIbHBIE U3MEHEHUS ME3aHTnyMa
Kiacc 1l Me3zanrunanbHo-miponudepatuBabii BH
Kinacc Il Ouarossiiit BH (< 50% mopaxeHHBIX KIIyOOUKOB)

Il A — akTUBHBIE TOpAKEHUS
11 A\C - akTHBHBIC M XPOHHUYECKHE TTOPAKECHHSI
11 C — XxpoHnyeckue nmopakeHus
Kinacc IV Huddy3ueni BH (> 50% nopaxeHHBIX KITyOOYKOB)
Juddysno-cermentapusiii (1V-S) wiu rinodansusi (1V-G)
IVA - akTuBHBIE IOpa)KEHUS
IV A\C - akTHBHBIE U XPOHHUYECKHE
IV C — xponunueckue

Kitace V Membpano3usiii BH (ogHOBpeMeHHO MOTYT OBITh H3MEHEHUS
Il u IV knaccos.

Kiace VI Hedpocknepos 6e3 npu3HakoB aKTUBHOCTH

4.1

Jleuenne BH 10/mKHO IPOBOIUTCS B COOTBETCTBHUH € KIaCCU(PUKATMOHHBIM THIIOM He(pHTa.
[Tpu BoisiBnenuu | wnu |l kitacca HazHaueHne nojaBistoLell UMMyHocynpeccuBHoOM U I'K
Tepanuu He NpoBoAUTCA (YpoBeHb Joka3arenbHocTH C). B ciaydasx BbIABICHUS IPOTECUHYPUH >
0,5 r\24 vac. u sputpouuTypun Tpedyercs HazHauenue 'K u azarnonpuna. [pu nHammyuu |11
knacca BH (cyOsnnorenunanbHble 1eno3UThl U nposrdepaTrBHble n3MeHeHus < 50%
KI1yOoukoB) TpeOyercs arpeccuBHas Tepanus ['K u ummynonenpeccantamu. Kinace V
(cyOsnuTenrambHble IEMO3UTH U YTOIIIEHHE MeMOpaH KalnuuipoB KIIyOOUKOB) IPU COUYETAaHUU
¢ NIV knaccom, TpeOyroT Tepanuu kak |1 u IV knace. «Hucteiii V MmemOpano3HbIit kinacc BH»
paccmarpuBaercs nHaue, ueM kiacc V1. Knace VI, cknepos 6onee 90% kiryOoukoB, TpeOyeT
MOJIFOTOBKH K IE€pecaJike MOYKH, a He UMMYHOCYIIpeccuBHOM Tepanuu. KiaccupukanonHsle
paszensl «A» u «C» yKa3bIBalOT Ha CTENIEHb XPOHU3AIMU U aKTUBHOCTH, NPHU NpeodIiajaHuu
XPOHU3ALMU THCTONATOJIOTMYECKNX U3MEHEHUM HE3HAYUTENIbHA BEPOATHOCTH OTBETA HA
UMMYHOCYIIPECCHIO.
4.2
[Ipu BBIsSIBIIEHHH aKTUBHOT'O BOJTYaHOYHOTO He(puTa, MOMUMO ocHOBHOMU Tepanuu ['K n
LIUTOCTaTUKAaMHU, I0JKHA HA3HAYAThCs JOTIOIHUTENIbHAS TEpaIus:

e AMHHXUHOJIMHOBBIE IIpenaparsl (IJIaKBeHW) Ha3HayaeTcs B 1o3ax oT 200 1o 400 mr B

JIEHB, TIPY OTCYTCTBUU NPOTUBONOKa3aHUH (ypoBeHb foKa3arenbHocTu C);
e [lpu Hanmuuu npotenHypuu > 0,5r\244aca Ha3HAYAIOTCS OJIOKATOPHI AHTHOTEH3MHOBBIX

penenTopoB (YpOBEHb JI0Ka3aTeIbHOCTH A);




[Ipy NOBBIILIEHUN YPOBHS JIUIONPOTEUA0B HU3KOM IIJIOTHOCTH B CHIBOPOTKE KpoBHU > 100

MI\IJT peKOMEH/TyeTCsl Ha3HAYCHHE CTAaTUHOB (YPOBEHb okazaresibHocTH C)

Pexomennanus no 1eiaecooOpa3HOCTH Ha3HAUCHMS TNIAKBEHUIIA OCHOBAaHA Ha JJAHHBIX
IIPOCHEKTUBHOTO KOHTPOJIUPYEMOTO UCCIIEN0BAHNUS, IPOAEMOHCTPUPOBABILIETO
ymensbiienue oooctpennit CKB npu Haznauenun rugpoxcuxiopoxuna (I'X). Ilpu
Ha3zHaueHuH ['X yMeHbI1aeTcst HHIEKC MOBPEXKICHUS, BKIIIOYAst TOBPEXKIEHUE IT0YEK U
PHCK THUIEPKOAryssiliMy ¢ pa3BUTHEM TPOMOO30B

brioxaToppl aHIMOTEH3MHOBBIX PELIENITOPOB CHUKAIOT ITpoTenHyputo Ha 30%,
3HAYUTENIBHO YMEHBLIAIOT PUCK YIBOCHUS KpEaTHHUHA U Pa3BUTHE TEPMHUHAIBHON
MIOYEYHON HEJTOCTATOYHOCTH Y OOJIBbHBIX C HeauabeTnyeckoi HedponaTuei.
AHTHOTEH3UH-KOHBEPTHPYIOIIHE (DEPMEHTHI U OJIOKAaTOPBI PELENTOPOB MPEBOCXOISAT 10

3 peKTUBHOCTH 0JI0KATOPHI KAJIbIIUEBBIX KAHAJIOB.

4.3

Pexomennaunu no unaykuuonHoii repanuu BH III|IV knacca.
C nenbto nogasieHus akTuBHocTH BH 00s13aTeIbHBIM KOMITOHEHTOM MHAYKIIMOHHON
tepanuu saBisitorea O 1 MM® (ypoBeHb fokazatenbHOCTH A). IMMyHOCYnpeccuBHast
Tepa-nHs Ha3HavyaeTcsl B KOMOMHAIUY ¢ 3-X THEBHOM MyJbc Tepanuei 6-
MeTUIpeAHn3010HOM (110 1000 Mr B ieHB) U nocieayonum HazHadeHueM ['K BHyTph B
no3ax 0.5-1.0 Mr\kr B JIeHb, CHU)KEHHE JI03bI IPH JOCTHKEHUH Y deKTa (YpOBEHb
nokazarenbHocTu C).
MM®: Ha3HauaeTcs B 103ax 2-3 T' B IEHb B TEYEHUE BCETO NEPUOA NHIYKIIMOHHOM
Tepanuu (6 MecsIeB).

[1®P: pexomennyercs 2 pexxuma HazHaueHus [{® npu BH:

1. [1® HazHavaeTcs B «HU3KUX J03ax» 10 500 Mr BHyTpHBEeHHO 1 pa3 B 2 HezenH, CyMMapHoO 6

7103, C TOCIIEAYIOIIMUM HazHaueHneM A3zatuornputa uiu MM® BHYTpb (YypOBEHb

JI0Ka3aTeNbHOCTH B)

2. «Bricokune no3em» - LI® BHyTpHBeHHO 110 500-1000 MIr/™M? moBepxXHOCTH Tena + 6

Metunnpeann3osion 1000 Mr exxemecsyHO B TeueHUE 6 MecsI1EB, 3aTeM HazHavya-eTcst MM O unu

A3zaTunpuH BHYTpb (YPOBEHb JJOKA3aTEIbHOCTU A).

v' Tlo gaHHBIM MeTaaHalu3a U MHEHHS SKCepToB MM® 1 LD sABISAIOTCS SKBUBAICHTHBIMH

KOMIIOHEHTaMH MHIYKIHOHHOM Tepanuu. JJonrocpounsie nuccnenosanuss MM® u LI npu



BH HemMHOro4HCIIEHHBI HO IEMOHCTPHUPYIOT BBICOKYIO 3 pexTuBHOCTD 3 T MM® exxenHeBHO
B TCUCHHE 6 MECSIIEB C TOCIEAYIONIMM Ha3HAYeHHEM 0oJiee HU3KHX /103 B TEUCHHE 3 JIET.

v Bbi60p 10361 MM® 3aBHCHT OT KIIMHUKO-MOP(HOIOTHIECKOM KapTUHBI 3a00JICBaHMS,
Hanpumep npu 11l knacce HeppuTa 6e3 NOTYITYHUN WK TIPU HATTMYUU IPOTEMHYPUU U
CTaOWJIBHOM YPOBHE KpeaTHHUHA (IIPU OTCYTCTBUM JAHHBIX OMOIICHU MOYKH), - IPUEMIIEMOI
MOKeT ObITh 103a MM® B 2-3 1 B nens. [Ipu vanmmywu [11-1V knacca ¢ monynyHusMu, a
TakXe y OOJBHBIX C IPOTEMHYPHUEH U YBEIIMUCHUEM YPOBHS KpeaTHHHHA B mocieanue 1-3
Mecsna 103a MM® noskHa cocTaBiisiTh 3 T B cyTkd. OnTuMusanus HazHaueHuss MM O
MOYET OBITh OCYIIECTBIECHA 3aMEHON Ha MUKO(EHOIOBYIO KUCIOTY WIN
KHAIIEYHOPACTBOPUMBIA MUKO(EHO-TIaT HATPHsl, OCOOCHHO MPH Pa3BUTHU TOUTHOTHI  PBOTHI.

v' Tlpenpiaymye uccienoBanus, nposeaennsie HarmonansusiM Muctutyrom 3noposss CIIA
HOJTBEPAKIAIOT BBICOKYIO 3 (EKTUBHOCTh «BBICOKUX 103» L{P, Ha3HaYaeMBbIX €XeMECSUHO 6
MECSILIEB U Jlajlee ©KEKBapTaJIbHO B TeueHue 2 jetT. Takoi pexum jeueHus Oobu1 6osee
3 PEeKTUBEH B OTHOLICHUH PEAOTBpanieHus odoctpenuss BH, yem kopoTkuii 6-u MecsIaHbIN
Kypc. B Toxxe Bpems «kopotkue Kypeb» L{®, npoBoanMeble B TedeHue 3-6 MecsueB ¢
NOCIEAYIOIUM HazHaueHne Azatunpuaa nii MMO® taxke JEMOHCTPUPYIOT XOPOLIME
pe3yJIbTaThl

v PeKOMEH/IaIMK [0 UCTIOJIb30BanHuio [1ylbe-Tepaniy B KauecTBe MHAYKIIMOHHOM Tepanuu BH
0a3upyroTCs IPEXkKe BCEro Ha MHEHUU IKCIIEPTOB.

v OTcyTCTBHE KOHKPETHBIX PEKOMEHIAIHMH 10 TeMITy CHIDKeHHs 10361 [' K 00BsicHsIeTCs
pasHooOpa3ueM KiIMHU4Yeckux nposisieHuiit BH u BHenoueunsix nposisienuit CKB.

4.4

Pexomenyercst B O0JIBIIMHCTBE CIIy4aeB HaUMHATh UHIYKIMOHHYIO Tepanuto LD wim MM u

HE BHOCHUTB CEPbE3HBIX KOPPEKTHB B JICUEHHE B TEUEHHUE 6 MECALIEB KPOME U3MEHEHUS

exxeqHeBHoO 10361 I'K. Koppekuus Tepanuy BO3MOKHO TP HAIMYUN YO TUTENbHBIX

JIOKa3aTeJIbCTB YXYIIIEHU Yyepe3 3 Mecsiia OT Havaa JedeHus: yBenudaenue Ha 50%

POTEUHYPUH UM KPEaTHHHUHA CHIBOPOTKH KPOBU (YpOBEHB J0KA3aTebHOCTU A).

4.5

CoxpaHeHue 1eTOpoAHON QYHKIIMM OJ1HA U3 Hauboliee cepbe3HbIX MPOOJIEM Y MOJIOIBIX

xeHuH ¢ BH. B aToii cBsi3u pekomennyercs HazHadaTh MM® B kauecTBE MHAYKIIMOHHOU

Tepanuu y >KEeHIINH, IUIAaHUPYIOIUX OEpEeMEHHOCTb, B CBSI3U C TEM, UTO BbICOKHE 103bI LD

MOTYT MPUBECTU K HEOOpaTUMOMY OeCIIOAMIO (YPOBEHB JOKA3aTEIbHOCTU A Ul OLIEHKU

I‘OHE[,Z[OTOKCI/I‘-IHOCTI/I).



4.6

PexomeHanuu mo HHAYKIMOHHO# Tepanuu y 60abHbIX ¢ IV wiau IV\V knaccom BH
¢ HAJTM4YHMeM I0JIYJTyHHI

Pexomenayercs muis noctukeHus yinydiieHus y nauneHtos ¢ BH nannoro knacca npo-
BOJUTH MHAYKITMOHHYIO TepaIuio ¢ ucrnojb3oBanreM LD wim MM® (ypoBeHb 0Ka3aTeIbHO-
ctu C), a Takke HaYMHATh npoBeaeHue [lynpc-Tepanuu 6-MeTUNINPEAHU30JI0HOM U Ha3HAUATh
'K BHYTpSH B 103ax HE MeHee | Mr/kr/menb. Hannuue nonynyHuid yka3bIBaeT Ha
HEeOJIAronpHUATHBIN )KU3HEHHBIN MPOTHO3 JAa)Ke IPU CBOEBPEMEHHOM MPOBEICHUN HHTCHCUBHON
WHIYKIIMOHHOW Tepamnuu, HazHaueHne MM® B no3e 2 r/neHp He ycrymnaeT 1o 3G (HeKTHUBHOCTH
uH}y3usaM Beicokux 703 LI (ypoBens nokazarensnoctu C).

4.7

Pexomenaanuu no HHAYKUMOHHOM Tepanuu y 00JbHBIX ¢ V Ki1accom «Mem-
Opano3nbiMm» BH.

[Tpu noaTBepxnennn V «MemOpano3znoro» kiacca BH ¢ maccuBHOI «HE(hpOTHIECKOI»
NPOTEHHYPHEH PEKOMEHIyeTs: HazHauaTh npeaau30ioH (0.5 mr\kr\nens) B komOuHanmu ¢ MM®

1o 2-3 1 B JIcHb (YpOBEHb JOKA3aTEIbHOCTH A).

4.8

PexoMeHganmnu no Ha3HAYEHHIO NOAep KuBaoLieii Tepanuu 60oabHbIM BH y
KOTOPBIX JOCTUIHYTO YJIy4YIIeHHUE M0CcJIe IPOBeAeHN HHAYKIMOHHOM Tepanuu

[Tpu noctrwxenun y 601bpHbIX ¢ BH Xopomero knmuHuko-naboparopHoro s¢dexra nocne
IIPOBEICHUS UHAYKIIMOHHON Tepanuu, PEKOMEHIYETCs JUIs IOAAEP KAHUS pe3yIbTaTa u
YAYYIICHUS OTAAICHHOTO MPpOorHo3a HasHaueHne MM® B no3e 2 r\nens win A3atuonpuHa 2
mr\kr\ieHb (YpoBeHb J0Ka3aTebHOCTH B)

4.9

Pexomenaauum no n3mMeHeHuio Tepanuu y 6o1bHbiXx BH He oTBeTHBIINX HA

HHAYKIHMOHHYIO Tepanuio

B ciyuasx, korzia He JOCTUTHYT ITOJIOKUTEIbHBIN PE3ysbTaT 110CJIE€ IPOBEAEHUS 6-U Me-
CAYHOM MHAYKIIMOHHOMU Tepanuu riaokokoprukonnamu + L wim MMO, unn yxyameHus mno-
cie 3 MecALeB 0T Hadaya TEPAIHH, PEKOMEHYETCs MEPEKIIFOUEHNE OJHOTO HIMMYHOCYIIPECCUB-
HOTO npenapara Ha Jipyroi, Hanpumep ¢ MM® na [{® unu Hao60poT B KOMOUHAIMH ¢ 3-X
JTHEBHOH Tepamnueil nmynsc-Tepanueit (ypoBeHb JokazarenbHoctu C).  Ilpu nepexiitoueHun Ha

I_[(I) BO3MOKHO HUCIIOJB30BaHUEC KaK HU3KHUX, TAK U BBICOKHX J103.



[Tpu orcyrcTBUM >(pdexTa 0OHON WU ABYX CXEM HHIAYKIIMOHHOW T€pPaIuu C

npumMeHerreM [IO\MM® moxeTt ObITh HCIOIb30BaH PuTykcumMab, (ypoBeHb J1I0Ka3aTeIbHOCTH

Q).

Jleuenne BH npu Hajnuuuu 0epeMeHHOCTH

[Tpu Hanmuuu 6epeMeHHOCTH Y skeHIIuH ¢ JIH pekoMeHmyeTcs HECKOIBKO BapUaHTOB
tepanuu. [Ipu oTcyTcTBUM akTUBHOCTH He(ppHUTa U BHETIOUEeUHbIX nposiBieHuii CKB
crenuanbHoi Tepanuu He Tpedyercs. [Ipu He3HAUNTENbHON aKTUBHOCTH PEKOMEHyeTCs
Ha3Ha4YeHHe aMUHOXUHOJIMHOBBIX IpernaparoB (ruakBenu). [Ipu BeipaxkenHoi aktuBHoct JIH
u\IJIM BHETIOYCYHBIX NPOSIBIICHUI OoJie3Hu Ha3HavaroTes 'K B 103ax, MO3BOJSIONINX
KOHTpPOJIMPOBATh T€UEHHE OOJIE3HHU, €CIIM HEOOXOAMMO BO3MOXKHO J100aBiieHne A3aTHONPUHA
(ypoBenb nokazatenbHocTH C).

v’ clieyeT uMeTh B BHY, 4T0 Beicokue 1036l 'K y 6onbabx CKB ¢ Hanmnunem
OepeMEeHHOCTHU COTPSKEHBI C BBICOKUM PUCKOM PAa3BUTHUS apTEPUAIbHON rMIEPTEH3UN U
caxapHoro nuabera. MM®, [1®, [{uknocriopud u MeToTpekcaT He Ha3HAYAIOTCS U3-3a
BBICOKOT'O PHCKa pa3BUTHS TepaToreHHoro 3gdekra. Teparorennsiit 23 dexr
AsaTtronpuHa B 103aX He 6osiee 2 Mr\KT CUMTaeTCs] MUHMMAIbHBIM. [larimeHTKaMm ¢
MEPCUCTUPYIOIIEH BBICOKOW aKTUBHOCTHIO JIH, yCTaHOBIEHHBIM WJIH MPEAITOIAracMbIM
IV kinaccom HedpuTa peKOMEHIYETCs IPOBE/ICHUE KecapeBa CeueHus nocie 28

HCACIIb.

5.0

Jleuenune nopaskenusi HeHTpaabLHoil HepBHOH cucTtembl (LIHC)

V' TICHXOHEBPOJIOTHYECKHE MIPOSBICHUS ABIISFOTCS HAMMEHEE M3YUCHHBIMH, H BO3-MOXHO,
OJIHMH U3 caMbIX pacrpoctpaneHHbIx nposisneHuit CKB. Tonbko B 1999 r. sxcnepTsl
ACR npemnoxuim knaccupukanuio u aepunnnnu 19 Hanbonee n3ydeHHbIX TPOSBICHUI
MOpa)keHUs! LIEHTPaIbHOM 1 nepudeprudeckoil HepBHOU cucteMbl y 60nbHbIX CKB.
v' Jlns moareepskaenust nopaxerus [JTHC mpu CKB He0OX0AMMO MPUBIEKATh
CIIEIIMAITMCTOB HEBPOJIOTOB U MICUXUATPOB, MPOBOJAT CHEUANIbHBIEC HcclienoBanus: J01,
MPT rosoBHOTO M CHUHHOTO MO3ra.
5.1
IIpu pa3BUTHH TAKEIBIX, )KU3HEHHO-YIPOXKAIOIINX COCTOSIHUN ITpu nnopaxkenuu LIHC :
CyJIOpOTH, TIOTIEPEUHBII MUETTUT, HEBPUT 3PUTEIBHOIO HEPBA, LIEPEOPOBACKYIIUT -

PEKOMEHIyeTCsl He3aMeIINTEeNIbHO HayaTh POBe/IeHue MHTEHCUBHOM Tepanuu nHpy3un LD



o 1000-500 Mr u — 6 metwinpeanu3oioHa mo 1000 Mr HECKOJBKO AHEH OAPSIA C
nocieayrommm HazHadenueM 'K BryTpsb 0,5-1,0 mr\kr\ness (ypoBensb gokazatenbaoctu C).
5.2
[Ipu pa3BUTHH KOMBI, CONOPA, IPOIPECCUPYIOLIETO MUEINTA, HAIMYUU BEICOKOTO YPOBHS A-
JHK u\vu KproriaoOyInHOB B CBIBOPOTKE KPOBH [MOKa3aHO MPUMEHEHHE T1azmMadepesa,
€XKeIIHEBHO WIIK Yepe3 JACHb, ¢ dkc(y3ueit 20-30 mir/Kr Beca miia3mbl (YPOBEHb JJOKa3aTEIIbHOCTH
C). Ha3HaueHue BHYTPMBEHHOIO0 UMMYHOTI00yuHa B f03ax 0,5-1,0 r\kr pekoMeHayeTcs mocie
OKOHYaHUS Ipoueayp miazmadepesa.
5.3
[Tpu orcyrcTBUM 3¢ (exTa B TeUeHUE MEPBBIX 3-4 AHEH OT Hayalla HHTEHCUBHOM Teparuu
AKCIIEPTHI PEKOMEHIYIOT Ha3HavyaTh Putykcumab mo 500-1000 mr exxenenenbHO (MakCUMaIbHas
cymmapnas no3a 2000 mr) (ypoBenb nokazarenbHocTu C).
5.4
Pexomennanuu no npumeneHuto Putykcumaba npu xu3HeHHOYrposkaromeM nopaxenuu [HHC
OCHOBAHBI Ha JIAaHHBIX O BBICOKOH 3(pPeKTHBHOCTH aHTH B-KkieTounoii tepanuu y 6onpHbIx CKB
C pa3BUTHEM KOMBI, KaTaJeICHH, MONEPEYHOr0 MUEIHUTA U TICUX03a, MpU 0TCyTcTBUU d(hdekTa

oT npumeHenust MaccuBHbIX 103 ['K, L1®, umMmyHornobynuna u miasmadepesa

6.0
MonnTtopunr aktusHoctu CKB
CornacHo EULAR pexomennanusam 2010 rona u npasunamu GCP B ctannapTHOe
oOcnenoBanue nanuenta c CKB B peanbHOM KIMHUYECKOM NMPAKTUKE JOHKHO OBITh BKIOYEHO
cienyrouiee:
O1eHKa akTUBHOCTH 3a00JI€BaHMsI C UCIIOJIb30BaHUEM JFOOBIX BAIUIUPOBAHHBIX

nuaekcoB aktuBHOcTH CKB

° OLICHKA CTCIICHU ITOBPCKIACHUA OPraHOB
° OIICHKA Ka4yeCTBa XHU3HU IMallMCHTA

° HAJINYHUC COMYTCTBYIOIINX 3a00JIeBaHUI
° TOKCUYHOCTSB IpCIIapaToB

Onenka aktuBHocT CKB nmeeT orpomHoe 3HaueHue ajs BbIOOpa Teparnuu.
Mounutopunr aktuBHOCcTH CKB Ha coBpeMeHHOM 3Tare pa3BUTHsI PEBMATOJIOTUU BKIIOYAET B
ce0s1 crienranbHO CO37aHHbIe MHCTPYMEHTHI — MHJIEKChI aKTUBHOCTH. Bee coBpeMeHHbIe
unHaekcol aktuBHocTH CKB mpencrapmnstomue co6oit KOMOMHAIINIO KIIMHUYECKUX U

1a00paTOPHBIX MPU3HAKOB BOTYAHKH, OBUTH pa3pabOTaHbI C IEIbI0 CTAHIAPTH3AINN OIICHKH



aKTHUBHOCTH 3a00JieBanusl, 5 WHAEKCOB akTuBHOCTH CKB mponuty Bamuaanuio u mmmpoko
UCTIOJIB3YIOTCS] B MUPOBOM MEAMIIMHCKOM JIeueOHOM N HAyIHOM MPAKTHUKE:

1. SLE Disease Activity Index (SLEDAI), (Bombardier u coast. 1992)

2. Systemic Lupus Activity Measure (SLAM), (Liang u coast. 1989)

3. European Consensus Lupus Activity Measurement (ECLAM), (Vitali u coat.1992)

4. Lupus Activity Index , (LAI) (Petri u coart. 1992)

5. Classic British Isles Lupus Assessment Group Index (Classic BILAG) (Hay u coasr.
1993)

6.1

Systemic Lupus Erythematosus Disease activity score (SLEDAI) B sTot unaekc
BxoauT 24 mapametpa (16-knmunnyeckux u 8 nadopatopubix nokazareneit CKB). Kaxmgomy
MOKA3aTeNIo0 MPUCBOCHBI 6autbl OT 1 10 8 kaxknomy u3 npuszHakoB CKB, Bomeamiero B uHAEKC.
bonee cepbesnbie nposiBiienns CKB, Takue kak: nopakeHrne HEPBHOM CUCTEMBI, TIOPAKEHHE
IIOYEK, BACKYJIUT - UMEIOT 00Jiee BBICOKYIO OAJUIbHYIO OLIEHKY, YeM Apyrue npuzHaku. O0mui
MaKCHUMaJIbHO BO3MOXHBIHN cueT uHaekca SLEDAI cocrasisier 105 6amos. [Ipu npoBenennn
otieHkH akTuBHOCTHU 10 uHAeKCY SLEDAI Heobxonumo otmeuats npusnaku CKB, koTopsie
MIPUCYTCTBOBAJIM y MallMeHTa B TeueHue 10 mpeaiecTBYOIUX OCMOTPY JHEN, HE3aBUCUMO OT
UX CTETICHU TSHKECTH WM YITyqIIeHust/ yXyamenus coctosaus. Cuet > 20 6ayuioB BcTpeyaeTcs
noctatouHo penko. [loseimenne SLEDAI > 8 o3nayaeT HaJlnune akTUBHOTO 3a00JIEBaHMUS.
VBenmuuenne SLEDAI mMexty 1ByMs BU3UTaMH Ha >3 0ajuI0B MHTEPIIPETUPYETCS KaK
yMepeHHoe obocTpeHue, Ha >12 6amnoB, kak Tsxenoe odoctpenne CKB. B Hacrosiee Bpems
HIMPOKO uctnonb3ytored 3 moaudukauuu uaaekca SLEDAIL: SLEDAI 2000 (SLEDAI 2K),
SELENA-SLEDAI u Mex-SLEDALI. IIpu npoBeieHNN KIMHUYECKUX HCCIIEI0OBAHUI yale
ucnonsiyetcs unaekec SELENA-SLEDAL.

SELENA-SLEDAI taxxe, kak 1 SLEDAI 2K yuuTbIBaeT nepcuCTUPYIOLIYIO
AKTUBHOCTb , CBA3aHHYIO C HAJIMYMEM BBICHINIAHUMN, 3B CIU3UCTHIX U aJIONELUH, U BBOJIUT
CJIEIYIOIINE UBMEHEHUS: B «PACCTPOICTBO YEPEITHO-MO3TOBBIX HEPBOBY» BKJIHOYAET
«TOJIOBOKPY)KEHHUE», BHOCHT M3MEHEHHS B IPH3HAK «IOBBIMICHUE MTpoTenHypuu Ha 0,5 T\neHb»
Ha BHOBb BO3HMKIIIEE, U MIO3BOJISAET YUUTHIBATH TOJIBKO HAIMYKME OJHOTO U3 IIPU3HAKOB INIEBPUTA
WM NIEPUKAp/INTa, B OTJIMYUE OT CYIIECTBYIOIIEr0 paHee HEOOXOJUMOCTH HAMYUs KOMIUIEKCa
cumntoMoB. SELENA-SLEDALI Takxe, kak 1 SLEDAI 2K yuuThIBaeT MepcUCTHPYIOIIYIO
AKTUBHOCTb , CBA3aHHYIO C HAJIMYMEM BBICHIIIAHUM, 3B CIU3UCTBIX U AJIONELUH, U BBOIUT
CJIEIYIOIINE U3MEHEHUS: B «PAaCCTPONCTBO YEPEITHO-MO3TOBBIX HEPBOB) BKJIIOYAET
«TOJIOBOKPYKEHHUE», BHOCHT U3MECHEHHS B MPH3HAK «IOBbINICHNE MPoTenHypun Ha 0,5 r\neHb»

Ha BHOBb BO3HHUKIICC, W MTO3BOJIACT YUYUTHIBATH TOJBKO HAJIMYUEC OJHOT'O M3 MPU3HAKOB IJICBPUTA



HJIK IIEpUKApAUTaA, B OTIIMYHUEC OT CYIICCTBYIOUICTO PAHEC HeO6XO,Z[I/IMOCTI/I HaJIH4YMs1 KOMIIJICKCa

CHUMIITOMOB.

Onpenenenue akruBHocTu CKB nmo mkane SELENA- SLEDAI

(Obsecmu 6ann, coomsememeyrowuil NPOAGIEHUIO, UMEBUIEMY MECIO HA MOMEHIM OCMOMPA
unu 6 meuenuu 10 npeduwecmsosasuux ocmompy OHetl)

bann [IposiBieHue Onpenenexnue
8 Omunentryeckuii | HemaBHo Bo3Hukmuii (mocneauue 10 queit). MckmounTth
MIPUCTYII MeTabouecKrue, MHPEKIIMOHHBIE W JICKAPCTBCHHBIC MPUIMHBI
8 Ilcuxo3 Hapymienne cnocoOHOCTH BBIMOTHITh HOPMaJbHbIE ACHCTBUS B

HOPMAJIbHOM PCIKUME BCICACTBUC BBIPAKCHHOI'O U3MCHCHUA
BOCIIPHATHA HeﬁCTBHTeHLHOCTH, BKJIIO4Yas BKJIIIOYas
raJiuiIloguHaluu, 66CCBH3HOCTI), S3HAYUTCIBbHOC CHUKCHUC
aCCOIMaTUBHBIX CHOCO6HOCT6FI, HCTOIICHUEC MBICIIMTEIbHOM
ACATCIIBHOCTH, BBIPAKCHHOC aJIOTMYHOC MBIIIJICHUC,; CTPAHHOC,
JAC30PraHnu30BaHHOC UJIUW KATATOHUYCCKOC ITOBCACHUC.
HckarounuTh HOI[O6HI>I€ COCTOsIHMS, BBI3BAHHBIC ypeMI/Ief/i nin
JICKAPCTBCHHBLIMU IIpCIiapaTaMnu

8 | Oprannveckue HapyieHnne ymMCTBEHHOM JEATENBHOCTH C HAPYIIEHUEM
MO3IOBBIE OPHUEHTALINH, IAMATH WIA IPYTUX UHTEIIEKTYaIbHBIX
CHUHAPOMBI CIOCOOHOCTEN C OCTPHIM HAYaJIOM M HECTOMKUMU KJIMHUYECKUMHU

MPOSIBJICHUSIMU, BKIIFOYAs 3aTYMaHEHHOCTh CO3HAHUS CO
CHUKEHHOH CIIOCOOHOCTBIO K KOHIIEHTPALUN U HECIIOCOOHOCTHIO
COXpaHITh BHUMAaHHE K OKPYXKAIOIIEMY, TIF0C MUHUMYM 2 U3
CJIEIYIONIMX TPU3HAKOB: HAPYIICHUE BOCTIPUSITHS, O€CCBsI3HAS
pedb, 6ECCOHHUIIA UITU COHIMBOCTH B JTHEBHOE BPEMsl, CHUKCHHE
WJTU TIOBBIIIIEHHE TICHXOMOTOPHOM aKTUBHOCTH. VICKITIOUUTH
MeTabonnueckue, HHPEKIINOHHbBIE U IEKaPCTBECHHbBIE

BO31€HUCTBUA.
8 3pUTeNbHbIE W3MeHeHus B ri1a3y WM Ha CETYATKE, BKIIFOYAS KIIETOYHBIE
HapyH_IeHI/ISI TEJbIlia, KpOBOI/ISHI/IHHI/IH, ceposHmﬁ 3chy)1aT HNINn reMoppamH B

COCYZIUCTOM 000JI0YKE UM HEBPUT 3PUTEIBHOTO HEPBA, CKIEPHT,
AMUCKIEPUT. VICKIIIOUUTH Cllydan MoI00HBIX U3MEHEHUH ITpU
TUIEPTEH3UH, MH(EKIIUU U JIeKapCTBEHHbIX BO3/IEHCTBHSIX.

8 PaCCTPOﬁCTBa Cco BHepBLIe BO3HUKIIAasA 9yBCTBUTCIIbHAA WA ABUTATCIIbHAA

CTOPOHBI HEBPOIIaTUsl YePETHO-MO3TOBbIX HEPBOB,
4epernHo- BKJIIOUASTOJIOBOKPYKEHUE , pa3BuBIIeecs Beaencrsue CKB.
MO3TOBBIX
HEPBOB

8 | I'onmoBHas 6011b BripaxkenHas nepcuctupyronias rooBHasi 6051b (MOXKET ObITh

MHPpCHOSHOﬁ), HC OTBCYAKOIIAas Ha HAPKOTUUCCKHUEC AHAJIBI'CTHUKHN

8 | Hapymenue Brnepssle Bo3HUKIIEE. VICKIIIOUNTh TAKOBOE BCIEACTBUE




MO3T'OBOI'O

aTCPOCKIICPO3a UJIU TUIICPTCH3UU.

KpOBOOOpaIieHus
8 | Backynut S13BBI, raHTpeHa, 0OJIE3HEHHBIC Y3€JIKH Ha Majblax,
OKOJIOHOT'TeBbIE MH(APKTHI U FeMOpparuu Uiy JaHHbIE OMOIICUU
WJIM aHTHOTPAaMMBI, IOATBEPKAAIOIINE BACKYJIUT
4 | Aprpur Bosee 2 nopakeHHbIX CYCTaBOB C MPU3HAKAMH BOCIIAJICHUSI
(00NIE3HEHHOCTD, OTEK WJIM BBINOT)
4 | Muo3ur [TpokcuManbHas MbItiedHast 00J1b/C1a00CTh, aCCOIIMUPOBAHHAS C
MOBBIIIEHHBIM YPOBHEM KpeaTHH()OCHOKHHA3HI/aNbI0Ta3bl, HITH
Ja"Hble OMI” niu 6uoncuu, NOATBEPKIAIOINE MUO3UT
4 | Hununapypus 3epHUCTBIC WM IPUTPOLIUTAPHBIE LIHMJIMHAPHI
4 | I'emarypus >5 3pUTPOLIUTOB B 1OJI€ 3peHus. ICKIIIounTh MOYe-KaMEHHYIO
0011€3Hb, MHPEKIIMOHHBIE U JPYTHUE IPUUUHBI
4 | [Iporeunypus OcTtpoe Hayvano Wiy HeAaBHee MOsIBJICHHE Oelika B MOY B
kosnyectBe >0,5 rpaMM B CYTKH
4 | Ilnypus >5 NeKOUUTOB B 10JI€ 3peHus. MCKIIIounTh HHPEKITMOHHBIC
OPUYHHBI
2 | Boichimanus HoBble nnu npooyxaroyecs BbICHIIIaHUS Ha KOXKeE
BOCHAJIMTEIBHOIO XapakTepa
2 | Anomerus BriepBble BO3HUMKIIEE WM POAOKAIOLIEECS ITOBBIIIEHHOE
ouaroBoe wiu Auddy3Hoe BbINIaJeHUE BOJIOC BCIEACTBUE
aktuBHoctu CKB
2 | SI3BbI cnu3UCTHIX | BriepBhble BO3HUKIIEE WM TPOIOJDKAIOIIEECS N3bA3BICHHE
00011049eK CIIM3UCTBIX 000J04YeK pTa U Hoca BeaeacTBue aktuBHoctu CKB
2 | IlneBpur bonb B rpyAHON KIETKHU C IIyMOM TPEHUS IJIEBPHI, U BBIIIOTOM,
WM yTojieHue mwieBpsl Beaeacrsue CKB
2 | Ilepuxapaut [lepuxapauanbHast 60Jb C OJHUM U3 CIEAYIOUIUX PU3HAKOB:
IIyM TPEHHUs epUKap/ia, MEKTpoKapAuorpapuueckoe
MIOJTBEPKJICHUE TIEPUKAPANTA
2 | Huskwuit yposenb | CHmxenue CH50, C3 unu C4 HUKe rpaHUIBI HOPMBI
KOMILJIEMEHTa TECTUPYIOIIeH Jaboparopuu
2 | IloBelieHue >25% cBsi3pIBaHMs 10 METOAY Farr niau npeBbllIeHHE
YpOBHS @HTUTEN | HOpPMaJbHBIX 3HAUEHU TECTUPYIOILEH 1abopaTopun
k JJHK
1 | Jluxopazaka >38°C. Ucknounth HHOEKIIMOHHBIE TPHUUUHBI
1 Tpomborutonen | <100 000 kneTok /mm®
usi
1 | Jleiikonenus <3000 knetok /MM® VICKIIOUUTD IeKapCTBEHHbIE IPUYMHBI

OO6muit 6amn (cymma 6alliIoB OTMEUYEHHBIX MTPOSIBICHUH)




6.2

SELENA Flare Index ( SFI) uccnenosanre SELENA BriepBbie OnpeaeiseT HHICKC
oboctpennss SELENA (SELENA Flare Index, SFI), mpu momoru KOTOPOro MOsBISETCS BO3-
MOKHOCTb paszrpannyeHus crenenu odoctpenuss CKB Ha ymepennyto u tsxenyro. SFI yaursr-
BaeT TMHAMUKY aKTUBHOCTH 3a0osieBanus no mkane SELENA SLEDAI, u3menenue riodaib-
HOM OLIEHKH COCTOSHUS MalieHTa BpadoM (physician’s global-assessment visual-analogue scale,

PGA), Mmogudukanuo cxeMm Tepanuy U psiJl KIMHUYECKUX ITapaMeTpOB.

SELENA mpenycMaTpuBaeT UCIIOIb30BaHKE OOIIEH OLIEHKU COCTOSHUS MallUeHTa
BpayoM, 1o 100 MM BH3yalbHOM aHAIOTOBOM IIKajie, HO KOTOPO 0003Ha4YeHbI rpajanuu ot
10 3 (rae 0 o3HayaeT HeaKTUBHOE 3a00JieBaHuE, a 3 —3a00JIeBaHUE C BBICOKOM aKTUBHOCTHIO). B
MOCIICIHEE BpeMs TePMUH «ompenernenne aktuBHOCTH 1o mkae SELENA SLEDAI Bkimouaer
B cebs oneHky akTuBHOCTH SELENA-SLEDAI, OOG11yto o11eHKY COCTOSIHUS MAllMeHTa BpauyoM
o BAIII u uanekc oboctpenus SFI

['moGasibHAs OLIEHKA COCTOSHUS MMallMeHTa BpadoM, uccienoBanne SELENA

O011as1 OIlEHKA COCTOSHUS 0 1| 2 3
MaIKMeHTa BpauoM : ' '| i
(ommemumsv coomseemcmeenno HET JIeTKas CpeaHsIst BBICOKAs
cocmosanuio Bawezo nayuenma) @BHOCTH aKTI/IBIﬁ‘B
100 MM
6.3

Systemic Lupus Erythematosus Responder Index, SRI crioco6en o1HOBpeMEHHO

BBIABJIATH YIIYUIONCHUA U YXYAUICHUA B TOM K€ U / PA3IMYHBIX OpraHax U CUCTEMax.

Nupexc orBera na tepanuw CKB, SRI
Barm marnuieHT cunTaeTcsi OTBETYMKOM Ha TEPAIHIo, €CIIH Y HeTO B JMHAMUKE

COOJTIOTAFOTCS CIIETYIONTNE TTPUHITUTIBL:

1. VwMmenbiunenue cueta SELENA-SLEDAI va>4 6amna ot

HCXOJHOT'O YPOBHA




2. OtcyrcrBue HoBoro BILAG A cuera nmoBpexeHUs OpraHa Win
yBenuuenue Ha >2 BILAG B cuera nmoBpexaeHus opraHa 1o CpaBHEHHIO C

HCXOAHBIM

3. OTtcyTcTBUE YyXYALICHUS 1O IIKaje [ 1o6anbHON OleHKH

COCTOSTHUS NanuenTa BpauoM (<0.3- yBelndyeHre OT UCXOJIHOTO YPOBHS)

6.4
HNupexc nospexaenuss SLICC/ACR Damage Index

YcTaHaBnuBaeT HATMYUE MOTEHIIMAIBHO HEOOPATUMBIX TTOPAKEHUN PA3TMYHBIX OPTAHOB.
I/IHI[GKC MOBPECIKACHU A BKITIOYACT OITMCAHUE COCTOAHUA 12 cucrem OpTraHoB, MaKCHMaJILHBIN
CYET I10 OT/AETHHBIM CHCTEMaM OPTaHOB COCTaBIISET OT 1 10 7 6ayuIoB, B 3aBHCUMOCTH OT
KOJIMUECTBA OLIEHUBAaEMBIX MapaMeTpoB. OOImKK MaKCHUMaIbHO BO3MOXKHBIN CUeT cocTaBisieT 47
OamioB. B 6anbHYIO OIIEHKY BKIIOYAIOTCS BCE TUITBI MOBPEKICHUS C MOMEHTA Havasa
3aboneBanus (00yciosieHHbie HenocpeacTBeHHO CKB win pa3BuBIIeecs BClieCTBUE
MIPOBOJIMMOM TEPAMHH), IPU ITOM YUUTHIBAIOTCS TOJIKO MPU3HAKU, COXPAHSIOIIMECS B TCUCHHE

6 Mec. u Oouee

HNupexc nospexaenusi npu CKB SLICC/ACR Damage Index

(Heo6x00wno HAludue y nauyuenma HusicenepeuucCieHHblX CUMRMOMO6 He MeHee 6

mecaues)
IIpusnak bannsl
Opzan 3penus (Kaxcowlil 21a3) npu KAUHUYECKOU OYeHKe
JIro6as kaTapakra 1
W3MeHeHus ceT4aTku Uik aTpodust 3pUuTeabHOro HepBa 1

Hepemm cucmema




KoruutusHble HapyleHus (CHUKEHUE MAMSTH, TPYAHOCTH CO CUETOM, Tutoxast | 1
KOHLEHTpaLusl, TPYIHOCTHU B Pa3rOBOPHOM peUYM UM MUCbME, HapYIIEHHbII
YPOBEHb UCIIOJIHEHMSI) MIIM OOJIBLIME IICUXO3bI

CynopokHbI€ IPUTIATIKH, TPEOYIOIIHE JIeUeHUs OoJiee 6 Mec 1
WNHcynbThl KOraa-nmubo (cuet 2 6amia, ecnu >1) 1
YepenHo-M03roBas WiH neprudepuyeckas HeBponaTus (UCKItouas 1
3pUTEIbHYIO)

[ToriepeyHbIii MUEIIUT 1
Iouku

KiyboukoBast punpTpamms < 50 mi/MuH 1
[Iporennypus >3,5 r/24 yaca 1
N

Koneunas craaust nmoueyHoro 3a0oseBaHus (HE3aBUCUMO OT IMAIN3a WK 3
TpaHCILJIAaHTALIUN)

Jleckue

Jlerounas runepreH3us (BbIOyXaHue MPaBOro xenyaouka uinu 3soHkuit Il ton) | 1
Jlerounsiit pudpo3 (HhU3MKAILHO U PEHTTEHOJIOTHYECKH ) 1
CwmopiieHHOE JIerKoe (PEHTIEHOJIOTHYECKH ) 1
[TneBpanbHbIi GUOPO3 (PEHTTEHOIOTHYECKH ) 1
HNHupapkT sterkoro (peHTTEHOJIOTHYESCKH ) 1
Cepoeuno-cocyoucmasn cucmema

CreHokapaus WK a0pTO-KOPOHAPHOE UTYHTUPOBAHUE 1
Wudapkt Muokapaa koraa-muoo (cuer 2 6amra, ecm >1) 1
Kapanomuonarus (auc@yHKINS KeTyT0UKOB) 1
[Topaxenue kianaHoB (JUACTOTHYECKUN UM CUCTOIUYECKH mryM >3/6) 1
[TepukapauT B TeueHue 6 Mec (MU MEepUKapIIKTOMHUS) 1
Ilepugpepuueckue cocyowt

[Tepemexaromasicss XpoMOTa B Te€UEHUE 6 MeC 1
HebGonpimast moteps TkaHu («IoyIIeykay majabla) 1
3HauyMTeNbHAs NOTEPS TKAHU KOI1a-TM00 (IoTeps Manblia MM KOHEYHOCTH) 1
(cuet 2 ecnu > 4eM B OJHOM MECTE)

BeHno3Hblil TpOM603 ¢ OTEKOM, U3BSI3BICHUEM UM BEHO3HBIM CTA30M 1
Kenyoouno-xkuweunviit mpaxm

WnbapkT, pe3exius KueyHnKa (H1xe 12-nepcTHON KHUILKH), CENIE3EHKH, 1
MEYEeHU WM JKETUHOTO My3bIps, KOT1a-I100 10 JIF0ObIM MPUYHHAM (CUEeT 2 eciu
6oJiee 4eM B OJJHOM MECTE)

Me3zeHTepuanbHas HEA0CTaTOYHOCTh 1
XPpOHUYECKU TEPUTOHUT 1
CTpuKTYypBI HIIM XUpYprudeckue onepanuu Ha BepxHeit yactu KKT 1
Kocmmno-mvlueunan cucmema

MpimeyHast atpodus Ui caadbocTb 1
Jedopmupyromuii uim 3po3uBHBIN apTpUT (BKIIIOYAst BIIPaBUMBbIE 1
negopMalnu, UCKITI0Yast aBaCKyJIsIpHbIE HEKPO3bI)

OcTeonopo3 ¢ mepeioMaMy WK KOJUTAIICOM MTO3BOHKOB (MCKITIOUast 1




aBaCKYJISIPHBIM HEKPO3)

ABackynspHBIN HEKpO3 (cuet 2 Gaia, eciau >1) 12
OcreoMuenuT 1
Koorca

PyOuioBas xpoHuueckas ajgornenus

[

OO6mupHOe pyOlIeBaHKE WU MTAHHUKYIIAT (KPOME BOJIOCUCTON 4acTH U
NOJYILLIEYEK NaJIbLIEB)

W3bsa3BieHNs KOXKH (MCKITIOUasi TpoM003) B TeUeHHE 6 Mec

[TopaxeHue mojIoBOM CUCTEMBI

CaxapHnblii 1a0eT (BHE 3aBUCUMOCTH OT JICUCHHUS )

e

Manurauzanus (MCKIIo9ast qucruia3un) (cuet 2 6aia, eciu 0oliee 4eM B
OJTHOM MECTE)

OO0 baut

6.5

Ounenka kauyecrsa xku3nu (KiK)

Crannaprom ais onienku KK y manimentoB ¢ CKB cuurtaercs onpocuuk Short form
Medical Outcomes Study (MOS SF-36). Pycckas Bepcust SF-36 BanuanpoBana
MesxnannonanbHbIM nieHTpoM uccienoanus KXK r.Cankr-Ilerepbypra u Mockssl. CyliiecTByer
IpyToi, OoJiee crieMpUIECKI ONIPOCHUK, pa3pad0TaHHBI HEMOCPEACTBEHHO st onleHKn KK
y 6ompHBIX CKB Lupus Quality of Life (LUPUSQOL). DTo equHCTBEHHBIH OIPOCHHUK,
nepeBeIeHHBIN Ha pycckuit s3Ik AreHncTBoM Corporate Translation Inc. mo Bcem mpasunam GCP.

Lupus-Qol mpencrasiser coboit aHKeTy, BKIFOUYAIONTYI0 B ce0s 34 Bompoca, 00beAMHEH-
HBIX 110 2-8 BOMPOCOB B OT/IeNbHBIE KAkl OH orleHuBaeT: physical health (pusnueckoe 3mopo-
Bbe); emotional health (3monnonansHOE 370poBEe); body image - 06pa3 Tena (oIeHKa MalueH-
TOM CBOETO Tella U BOCIIPUATHS €ro IpYyruMu); pain (0oisp); planning (mmaHupoBanue); fatigue
(ycranocts); intimate relationships (MHTHUMHBIE OTHOIIEHUS); burden to others (3aBUCUMOCTH OT

JIPYTUX JIIOJIEH).

OnpocHuK 0 KayecTBe )KU3HM NPHU 3a001eBaHuu BoJ9aHKO# (LupusQoL)
Jlama BUH3HT DHO Bo3pacm Jiem

[IpuBeneHHBIN HIDKE ONIPOCHUK pa3padOTaH C IeIbI0 ONpeAeNIeHNs TOT0, Kak 3a00JieBaHNe CHCTEMHOHN KPacHOH BOTYAHKOM
(CKB) Bo3pneiicTByeT Ha Banry xw3ab. IIpoUTHTE KaXkJ0€ YTBEPKACHHE U OTMETHTE OTBET, HAN00J1ee TOUHO 0TPAMKAOIN
Bawe camouyBcrBue. [loxanylicta, moctapaliTeCch OTBEYaTh Ha BCE BOIPOCHI KAK MOXKHO IIPABJUBEE.

Kak yacTo Ha npoTsZKeHMH MOCJIeJHUX 4 He/lelb

1. W3-3a 3a0oseBaHus BOJYAHKON MHE HY>KHA TIOMOIIb B BBHITIOJTHEHUH THKEION [1: HocrostaHO
(hu3nueckoil pabOThI, HATIPUMED, NIPH BCKAIIBIBAHUH OTOPO/IA, MOKPACKE ¥/ HJIH []> HMouru Bcerna
KOCMETHYECKOM PEMOHTE, TIEPECTAHOBKE MeOEN [z ocraTouHo yacto

(s Wspenka




[ s Hukorma

W3-3a 3a60neBaHKs BOTIAaHKOW MHE Hy’KHA IOMOIIb B BBITTIOJIHEHUH YMEPEHHO
TSDKEJION (PM3HYECKOM paboThl, HAITpUMEp, PH MOJIb30BAHUH ITBLIECOCOM,
TJIa’KKE, COBEPLICHUH MOKYTIOK, yOOpKE BAHHON KOMHATHI

[]: HocrostaHO

|:|2 IToutn Bcerna

[]s JocrarouHo gacto
[]s Uspenka

[]s Hukorna

W3-3a 3a60meBaHUs BOTYAaHKOW MHE HYKHA TIOMOIIb B BBITIOJTHEHUH JIETKOH
(uznaeckoit paboThl, HAapUMep, IPH TOTOBKE/TIPUTOTOBJICHUH ITHIIH,
OTKpBIBAaHUH 0aHOK, BRITHPAHUH TTBUIH, IPUIECHIBAHUH HITH COOIOICHIH
JIMYHOU TUTHCHBI

[]; MocrosiaHO

[ ], Moutu Bceraa

[]s JocrarouHo gacto
[ 14 U3penka

[ ]s Hukorma

3-3a 3a001¢BaHMs BOTYAHKOM S HE MOTY BBIITIOJIHATH ITOBCEIHEBHBIC €A,
Hanpumep, pa6OTaTL, YXaKuBaThb 3a A€TbMU, BBINIOJIHATH 0053aHHOCTH 110 oMy,
HACTOJIBKO XOPOIIO, KaK MHE OBI 3TOI'0 XOTEIOCH

[ ]; MocrosiaHO

|:|2 IToutn Bcerna

[]s JocrarouHo yacto
[]s Uspenka

|:|5 Huxorna

W3-3a 3a0071¢BaHKs BOTYAaHKOKW MHE TPYAHO MNOAHHUMATLCA T10 JICCTHULIC

[ 11 MocrosiaHo

[ ], Moutu Bceraa

[z JocraTouHo yacTo
(s Wspenka

[ ]s Hukorzaa

W3-3a 3a00neBaHNs BOTYAHKOM 51 B KAKOH-TO CTETICHHU MOTEPSI(-a) CBOIO
CaMOCTOSATENIFHOCTh M 3aBUIIY OT IPYTUX JIOAeH

[]: HocrostaHO

[ ], Moutu Bceraa

]z JocraTouHo yacTo
(s Mspenka

|:|5 Huxorna

N3-3a 3a001eBaHus BOJYAHKOMN 5 BCe [EJIal0 MEIJICHHEE

[]1 Mocrosuuo

[ ], Moutu Bceraa

]z JocraTouHo yacTo
(s Wspenka

[ ]s Hukorzaa

W3-3a 3a0051€BaHIsI BOIYAHKOH Y MEHS HApPYIIEH XapakTep CHa

[1: HocrostaHO

[ ], Moutu Bceraa

[z JocraTouHo yacto
(s Wspenka

|:|5 Huxorna

W3-3a Goneil, BHI3BaHHBIX 3a00JIEBAHUEM BOJIYAHKOM, MHE HE yJaeTcs
BBITIOJTHATH CBOY JIeJIa TaK, KaK MHE ObI 3TOT'0 XOTEJI0Ch

[]1 MocrosaHO

[ ], Moutu Bceraa

[]s JocrarouHo gacto
[]s U3penka

|:|5 Huxorna




