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1. Metoaoorus

MeToabl, HCIIOJIb30BAHHBIE /1JIs1 COOPa/CeIeKINU T0KA3ATEIbCTB: MTOUCK B 3JIEKTPOHHBIX
0a3ax JaHHBIX.

Onncanue MeTO10B, MCIIOJIb30BAHHBIX JJIA COOpPa/CeIEeKIUM 10KA3ATEJIbCTB:
JIOKa3aTeIbHOMN 0a301 111 PEKOMEH AU SIBISICTCS TITyOnHA MyOIMKAIUi BOIIEANTNX B
Koxpanosckyto 6ubimoteky, 6a3el nanabix EMBASE u MEDLINE. I'nybuna nmoucka
cocrasisuia 10 ner.

MeTtoabl, HCNIOJIL30BAHHbIE /IJISl OLIEHKH KA4eCTBA U IJIyOMHBI 10KA3aTeJIbCTB:
e KoHceHcyc 3KCnepToB
e OlleHKa 3HAYUMOCTH B COOTBETCTBUU C PEUTUHOTOBOM CXEMOM

PeiiTuHoropasi cxema JJi1 OEHKH CHJIbI peKOMeH)IaIII/Iﬁ

Cuia | omMcaHue

A [To MeHbIICH Mepe, OAMH MeTaaHAIN3, CHCTeMaTHIecKkuii 0030p, wiu PKU nanpsimyro
IIPUMEHEHHBIE K 1EJ€BOM NOIMYISIIUU U JEMOHCTPUPYIOIIHNI YCTOMUYUBOCTh PE3YyJIbTAaTOB

B ['pynima 1oka3arenbCTB, BKIOYAMIUX PE3YIbTATHI UCCIECTOBAHUMN, HAIPAMYIO
MPUMEHHUMBIE K 11eJIEBOM MOMYISIUU U IEMOHCTPUPYIOLINX OOIIYI0 YCTOWYUBOCTD
pe3yabTaToOB

C XOopouio NpoBEAECHHBIE UCCIEAOBAHNS CIIy4ali-KOHTPOJIb WIM KOTOPTHBIE UCCIIEIOBAHUS
CO CpeTHEN BEPOSATHOCTHIO MPUYUHHON B3aUMOCBSI3H

D He6omp1re nuioTHRIC UCCIIEIOBAHMSI, OMMCAHNUE CITYy4aeB, MHEHHE YKCIIEPTOB

Onucanue MeTO0Aa BAJIMIN3AIUA PEKOMEHIANM T

Hacrosmue pekoMeHanuy B IpeaBapUTeNbHON BEpCUH ObLIIH PeLleH3UPOBaHbI
HE3aBHCHMBIMH 3KCIEpTaMH MO JOCTYIHOCTH JUIsl TOHUMaHUS Bpayeil peBMaToJIOT 0B,
Bpauell IEPBUYHOIO 3B€HA M YYaCTKOBBIX TE€PAIEBTOB, OLIEHKH UX BAXKHOCTH IS
ITOBCEJHEBHOM ITPAKTHUKH.

KommeHTapuu, nosydyeHHbIE OT SKCIIEPTOB CUCTEMATU3UPOBAINCH U 00CYKIAINCh
npejceaaTenaeM 1 wieHaMu padoueil Tpymibl, perucTpUpOBaINCh U3MEHEHUS KayK0TO
NYHKTa pekoMeHJauui. [IpeaBapurenbHble peKOMEHAANU ObLUTH MPeICTaBIeHbI IS
nuckyceun Ha Kongepenunn ®I'bBY HUNP PAMH, Ha coBemannu OKkcnepTHOTO
Cogera Acconuanuu peBMaToi0roB Poccuu v BBICTaBIIEHBI VIS IUPOKOTO 00CYKICHHS
Ha caiite ®I'BY HUNP PAMH u APP.

PabGouyas rpynna

21.]'[5[ OKOHYATEIbHOMI PEAAKIIMHU U KOHTPOJIA Ka4€CTBa pEKOMCH AN ObLIH IIOBTOPHO
MPOaHATM3UPOBAHBI YWiIEHAMHU pa0oueil TPYIIbI, KOTOPhIE MPHUIILIU K 3aKIF0OUYEHUH, YTO
BCC 3aMC€UYaHUA 1 KOMMCECHTApPHH SKCIICPTOB NPHUHATEI BO BHUMAaHHE, PUCK

CHCTEMATUYECKUX OIIMOOK CBCICH K MUHUMYMY.

OcHOBHBIE peKOMEH1alun




Cua pexomenaaruii (A-D) npuBoasTcs mpu U3I0KEHUH TEKCTa PEKOMEH TAITHA.
2. OmnpeneJienue, NPUHUMIBI JTHATHOCTHKH

CucremHuasi kpacHas Boyanka (CKB) — cucreMHoe ayTonMMyHHOE 3a00JIeBaHUE
HEU3BECTHOM 3THOJIOTUH, XapaKTEPU3YIOIIEEeCs TUTIEPIPOAYKIIUEH OpraHOCTICIIH(PHISCKUX
ayTOAHTUTEN K Pa3JIMYHBIM KOMIIOHEHTaM KJIETOYHOTO Si7jpa C pa3BUTHEM
HMMYHOBOCHAJIUTCIBHOI'O IMTIOBPCIKACHU A TKaHEU U BHYTPCHHUX OPraHOB.

Koa mo MKB-10 M.32 CucremHasi KpacHasi BOTYaHKa

ONUIeMHOJIOTUS

3aboneBaemocts CKB konebnercs ot 4 no 250 ciiyqaeB Ha 100000 nacenenus. [Tuk
3a0osieBaeMocTH npuxoautcs Ha 15-25 ner. JKenuunsl ctpagatot B 8-10 pa3 yanie My»K4uH.
CwmeptHocts nipu CKB B 3 pasa Bbliie, 4eM B OMYJISALUH.

IMpodpunakruka
OTHOJIOTHS HEU3BECTHA, IPOPUIAKTHKA HE IPOBOJUTCS.

CKpuHHHT
He npoBoautcs.

JImarnocruka

Jlnarno3 CUCTEMHOM KpacHOM BOTYAHKU JIOJDKEH ObITh 0OOCHOBAH HAIMYHEM
KIIMHUYECKHUX MPOSBICHUN U JAaHHBIMU JIa0OPATOPHBIX Hcchea0BaHui. [l MOaATBEpKACHUS
nmuarnosa tpeodyercs He MeHee 4 u3 11 kpurepueB ACR, 1997 r. B ciyuae BKITIOUSHHS MAIIMCHTA
B KJIMHAYECKOE HCCIIEOBAaHUE PEKOMEHIYETCS NCTIOIh30BATh JUArHOCTHIECKHE KPUTEPHH
SLICC, 2012, corinacHo KOTOpBIM /171 ycTaHoBieHus tuarHo3a CKB nomxHO ObITh 4 KpuTepus,
OJIMH U3 KOTOPBIX JIOJDKEH ObITh IMMYHONOTHYecKu# ( mroboi u3: a-JIHK, AH®, Sm, a-KL, C3,
C4).

Nuarnoctuyeckue kpurepun CKB (ACR, 1997)

1. Coinb Ha cKynax: (PUKCHpOBaHHAs 3pUTEMa, C TEHJIEHIIMEH K paclpOCTPAHEHUIO Ha
HOCOT'YOHYIO 30HY.
(1 2. JluckouHast ChINb: IpUTEMATO3HbIE MPUIOAHUMAIOIINECS OJSIIKY C MPHINHIAIOIIUMHU
KOXHBIMHU YelTyWKamMH U (POJTUKYISIPHBIMU TPOOKAaMHU, Ha CTapbIX OYarax BO3MOXHBI
aTpoduaeckue pyOoIrsI.
(1 3. doTtoceHcnOUMU3aIM: KOXKHAs ChIlb, BOSHUKAIOLIAs B Pe3y/IbTaTe peaKkMy Ha

COJIHECYHBIN CBET.



(] 4. SI3BBI B pOTOBOM MOJIOCTH: U3BA3BICHUS TOJIOCTH PTa UM HOCOTJIOTKH, OOBIYHO
6e3001e3HEHHEBIE.
(1 5. ApTpuT: HEIPO3UBHBIN aPTPUT, MOPAKAIOLINHA 2 niaH Oojee nepudepuyeckux CycTana,
MIPOSBIISAIOIINICS O0JIE3HEHHOCTHIO, OTEKOM U BBIITOTOM.
(1 6. Cepo3ur:
(1 mneBpuT (TUIEBpasIbHBIC OOJIM W/WITK IIIyM TPEHUS IUICBPbI, W/WIN TUIEBPATIbHBIN BBIIOT),
(1  mepuxapaut (IIyM TPEHUs MEepHKapa MpU ayCKyJIbTAlMH W/WIN IPU3HAKY TIEPUKAPIUTA
MIPH dXOKapauorpadun).
(1 7. IlopaxeHnue moyex:
(1 mepcuctupyromas nporenunypus He menee 0,5 I/CyTKu
[l w/mmm nuaMHAPYpUs (SPUTPOLUTAPHAS, 3EPHUCTAS MM CMEIIaHHas ).
[ 8. Ilopaxenue [THC:
[J cymnoporuy,
[J  mcuxo3 (B orcyrctBue npuemMa JIC nmm MmetaboaudecKux HapyIeHu ).
[ 9. 'emarosiornueckue HapyIIEHUs:
[]  TeMoIUTHYEeCKas aHEMHUsI C PETUKYJIOLUTO30M,
[ neiikonenus < 4,0 x10 9 /n (3apeructpupoBanHas 2 u O6oJjee pasa),
(1 TpomOGouuTornenus < 100 x10 9 /n  (mpu OTCYTCTBHM ITpHUEMa JIEKapCTBEHHBIX
MpenaparoB).
10. UMMyHOIIOTHYECKHE HAPYILIECHHUS:
1. a-JIHK,
a-SM,

MOJOKUTEIbHBIN TECT HA BOTYAaHOYHBIN AHTHUKOAr'yJIsHT,

O O 0o o o .o

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

CTOMKas JIO)KHO- TIOJIOXKUTENbHas peaklus Baccepmana (He MeHee 6 Mecs1eB) pU
1a00paTOPHO MOATBEPKICHHOM OTCYTCTBUU CH(pUIIHCA.
[ 11. Ilobimenne TutpoB AH® (pu OTCYTCTBUM JIEKAPCTB, BHI3IBAIOIIUX

BOJTYAHOYHOTIOZOOHBIN CHHAPOM).

HUTOI'O: | | |wu3 11 xputepuen



JAunarnocruueckue kpurepun CKB (SLICC,2012r.)

KJIMHUYECKUE KPUTEPUN:
1 | OcTpoe, aKTHBHOE NOPA’KeHHE KOKH:
a ChbInb Ha cKynax (He yUUTBIBAIOTCS JUCKOUIHbIE BBICHITIAHNUS)
a BynnesHsle BoICHIIAaHUA
a Toxcudeckuit anuaepmManbHbIil Hekpo3 kak Bapuant CKB
a Makynonamnyse3Has ChIIb
a doToceHcHOMIM3aIYsL: KOKHAS ChIIb, BOBHUKAIOIIAS B pe3yJIbTaTe peakluy Ha
COJIHEYHBIH CBET
a Wnm mogocTpast KojkHasi BOTYaHKa (HEMHIYPHPOBaHHBIE IICOpHa30(pOpPMHBIC H/IITH
KPYTOBbIC NOJIHIMKINIECKHE TIOBPESKACHHS, KOTOPbIE IPOX0oAAT Oe3 0Opa3oBaHus
pyOLIOB, HO ¢ BO3MOKHOM NOCTBOCTIAINTEIbHON IEMUIMEHTAIMEH MM TEICaHTHOAKTA3ZUSIMH)
2 XpoHnyeckasi KOKHasi BOJYAHKA:
a Knaccnueckas AuCKOMIHAS ChINb
d Jlokann3oBaHHas (BBIIIE IIEH)
= I'enepanu3oBaHHas (BBIIIE U HIDKE IIEH)
] I'uneprpoduyeckue (6opoaaByuareie) MOPaXKEHUs! KOXHU
] [TaHHUKYIHUT
a ITopaxkeHHe CITU3UCTHIX
] OTeuHbIe SpUTEMATO3HbIE OJISIIKY Ha TYJIOBHUIIE
] Kanusiputs! (KpacHast Borganka oOMopoxkeHHs1, ['aTunHCOHa, MpOosBIISIOIIAsicS TOpaKEHHEM
KOHYMKOB IAJIbLIEB, YIIHBIX PAaKOBHH, ISITOUYHBIX U HKPOHOXHBIX 00NacTeit)
] JluckougHas KpacHas BOJMYAHKA IO TUITY KPACHOTO MJIOCKOTO JIMIIas Wik overlap

3 SI3BBI CAUBUCTBIX: (B omcymemeuu ciedyiowux npudun, makux Kax: eackyaum, 6onesus bexuema | unghexyus
BUPYCOM 2epnecd, 60CRAIUMENbHbLE 30001€6ANHUS KUUEYHUKA, PEAKMUGHBLIL apmpum, U ynompeoienue KUCIbix
nuwesslx NPOOYKmMos)

a PoroBoii nmonoctu

a neba

a LIEeK

a SI3bIKA

a HocoBoii nosnoctu

4 Hepyouosasi anonenusi: (1uddy3Hoe HCTOHICHUE BOJIOC HIIH TOBBIIIEHHAS XPYIKOCTh BOJIOC C BUAMMBIMHU
00JIOMaHHBIMH yYaCTKaMU)

(B omcymemesuu cnedyowux npudun, maxkux KaKk: 04azogast aioneyusl, TeKkapCcmeennas, 6Cie0Cmeuu deguyuma
Jicenesa, U AHOPO2EHHAsL )

5 ApTpurt:

a CHHOBHT C yyacTueM 2 WM 0oJiee CyCTaBOB, XapaKTEPU3YIOLIEECs] OTEKOM HITH BBIIIOTOM

a Wnun BonesnenHocTs 2 mim 0oJiee CyCTaBOB U YTPEHHSISI CKOBAHHOCTB 110 KpaitHeit Mmepe 30 MUHYT
6 Cepo3nur:

a TUNUYHBIN MIIEBPUT B TeUeHUH Oosee yem 1 qHs

a Wi T1neBpasibHbI BHIIOT

] Wy mym TpeHust mieBpsl

a TunuyHas nepukapauaibHas 006 (00Jb B MOJIOKEHUH JIEkKa, KYMHPYIOMIASCS [P MOJOXKEHUH CHIIS C
HAKJIOHOM BIIEpeI) B TeUCHUH Ooiiee yem 1 mHS

] Wi IlepukapauanbHblid BEIIOT

] Wnu niym TpeHus nepukapa

a W anextpokapauorpadudeckie Npu3Haku nepukapaura (B omcymemeuu cnedyrouux npuiuH,
Maxux Kax: ungexyus, ypemus, u nepuxapoum JIpecciepa)

7 IlopaskeHue noyek:




a CooTHoIIeHNE YPOBHS O€JIOK/KpeaTHHUH (MM CYyTOYHAS MPOTeHYpHs) B Mode, Goree 500 mr Gerka 3a 24

Jaca
a W sputpormTsl B Mode 5 wiu 6ojiee Wiv MIIHHIPEI B Mode 5 mim Oonee
8 Heiiponcuxuueckue nopaskeHUsI:
a OnuIenTHYeCKUi MPUCTYI
a [cuxo3
a MOHO/IONMHUHEBPHT (8 OMCYyMCcmeuu Opy2ux npudul, Makux Kaxk nepeudHblll 6acCKyIum)
a Muenut
a IMaTomorus 4eprnHO-MO3rOBBIX HEPBOB/Iepupeprieckas Heiiponatus (6 omcymemeuu Opy2ux npuyun,
MaKux Kax: nepeuiHulll 6aAcKyIum, UuH@exyuu u caxapnoz2o ouabema)
a OcTpoe HapylIeHue CO3HAHUS (6 omcymcemaue Opyeux NPpUdus, 8 MoM Yucie mokcuieckux |
MemabonUuecKux, ypemuu, 1eKapcmeentbix)
9 I'emosiMTHYeCKAsI AHEMMUSI:
o~ 9 o~ o~
10 Q Jleiikomenns (<4,0 x10 ° /n 1o kpaiiHeit Mmepe OuH pa3) (6 omcymcemeuu Opyeux npudut, maxKux Kax:
cunopom Penmu, 1eKapcmeeHHble U NOPMAIbHOU SUNEPMEH3UL)
Q W JTum¢ponenus (<1,0 x10 /1 1o KpaifHelt Mepe ouH pa3 (6 omcymcemeuu opyeux nPudut, MaKux Kax:
KOpMuKocmepouowl, 1eKkapcmed, u uHgpekyus)
11 | TpoméouurTonenns (<100 x10 °/n 1o KpaitHe#l Mepe ouH pa3) (6 omcymcmeuu Opyeux NPUYUH, MaKux Kax:

NeKapcmea, NOPMaibHAs CUNEPMEH3US, U MPOMOOMUYECKAS MPOMOOYUMONEHUeCKds NYPRypPQ)

NMMYHOJIOT'MYECKHUE KPUTEPHUU:

1 ANA BrIIIe ypoBHS AMana3oHa pedepeHc-madopaTopun
2 Anti-dsDNA Beiiie ypoBHs quana3oHa pedepeHc-nadoparopun (Mian >2-X KPATHOTO YBEIUUCHUS METOJIOM
ELISA)
3 Anti-Sm HanuuKe aHTUTEN K SJAEPHOMY aHTUTEHY SM
4 AnTH}OChOIMINIHbIE AHTUTEJIA TI0JIOKHUTENILHBIC ONPeeIeHHbIE JIOOBIM U3 CIIEIYIOLUINX CIOCOOO0B!
Q [Toso)KUTENbHBIM BOIYAHOUHBIH aHTUKOATyJISTHT
Q JloxxHO TosToKHUTENBHAS peakiys Baccepmana
a CpenHuii WK BBICOKHIT TUTP aHTUTEIN K Kapauoiaununy yposast (1gA, 19G, umu IgM)
a [Tost0XUTENBHBINA pe3yibTaT TecTa Ha anTu-PB2-rmukonporent | (IgA, IgG,umu 1gM)
5 Husknii komjaeMeHT
Huskuit C3
Huskuit C4
Huzkuit CH50
6 HoaoxutenbHas p-uust Kym0ca nmpu oTCyTCTBHH TeMOJIMTHYECKON aHEMUHU

0 Kauanueckue xpurepun

0 HMMMyHOJOrHYECKHE KPUTEPUH

3. JleyeHune cHCTeMHOIi KPaCHOM BOJTYaHKHU

OO0mme pexomeHnaanumn

3.1

OcHoBHas uenb gpapmakorepanuu CKB — noctukenue pemuccuu (UM HU3KOM aKTUBHOCTH)

3a00JIeBaHUSs (ypOBCHB JA0Ka3aTCJIbHOCTHU C), a TaK’K€ CHUXKCHUC pHUCKa KOMOp6I/I,[[HBIX




3aboneBanuii (ypoBeHb qokasarenbHocTd C). Onenka addexra Tepanuu J0IKHA OCHOBBIBATHCS
Ha craHgaptuzoBannbix nHAekcax: BILAG,SELENA-SLEDAISLEDAI2K, SRI, SFI
BKJIFOYAIOITUX KIMHUKO-JIa00paTOPHBIE MPU3HAKU MTOPAKEHUSI BHYTPEHHUX OPraHOB U CUCTEM,
TaK)XKe MHJIEKC IJ100aJIbHOM oleHKY cocTossHus namuenta —PGA. Jleuenue nmanuentos ¢ CKB
JIOJDKHO TIPOBOJUTHLCS BpayaMHU-PEBMATOJIOTaMH (B BUEC UCKIIOUEHUS Bpay OOIIEH MPaKTUKH,
HO MPU KOHCYJIHTATUBHOM MOJIEPKKE Bpaua-peBMAaToJI0ra) C MPUBJICUCHUE CIICIIMAIUCTOB
JIPYTHX MEJIUIMHCKHX CHEeIHATbHOCTEH (HEPPOIOTH, JepMaTOJIOTH, TEMATOJIOTH, KapINOJIOTH,
HEBPONATOJIOTH, TICUXUATPHI U JP.) U OCHOBBIBATHCSI HA TECHOM B3aUMOJICHCTBUHU Bpada U
nanuenTta (ypoBeHb qokaszarenbHocTu C).

3.2

CrnenyeT pekoMeHI0BaTh NalueHTaM n3beratb (pakTopoB, KOTOPHIE MOTYT IPOBOIIUPOBATH
obocTpenue 00se3HN (MHTEPKYPPEHTHBIE HH(MEKIINH, CTPECC, HHCOJSIIIHS, HEMOTHUBHUPOBAHHBIN
IpUEM MEIUKaMEHTOB U Jp.), 0TKA3aThCs OT KYPEHHsI, CTPEMUTCS K MOAEP>KaHUI0 HOpMaTbHON
Macchl Tena (ypoBeHb nokaszatesibHocTd C). Y 6onbHbix CKB noBbIlIeH puck pa3BuTHs
WHTEPKYPPEHTHBIX UHEKIINH, aTepOCKIIepO3a, apTepUaIbHON TUIIEPTCH3UH, TrHabeTa,
37I0KAYE€CTBEHHBIX 3a00JIeBaHUH, UTO B 3HAUUTEIBHON CTETIEHN YBEIUYUBACT JICTAIbHOCTD.
[TaniMeHTHI C TOBBIIEHHBIM PUCKOM TOJIJICKAT HAOIOICHUIO M 00CIICIOBAHUIO COBMECTHO C
NpOPUIHHBIMU CIICIIMATIUCTAMH.

3.3

OcnoBnoe mecto B ieueHnn CKB 3anumarot riarokokoptuxkousl (I'K), mutocratuku u
aMUHOXUHOJIMHOBBIE TIpeTiapaThl (YpOBEHb JOKA3aTeNbHOCTH A). AMUHOXUHOJIHUHOBBIE
npenaparsl IPU OTCYTCTBUU MTPOTUBOIIOKA3aHUHN JOJKHBI Ha3HAYATHCS BCEM 0€3 MCKITFOUCHHS
6ospabIM CKB, niuTenbHbIN TpUEeM aMUHOXHHOJIMHOBBIX MPENnapaToB 00ecneynBaeT
npoUIaKTUKY 000CTPEHHI, CHIDKEHNE aKTUBHOCTH U PUCK Pa3BUTHSI KapIMOBACKYIISPHBIX
OCIIO’)KHEHUH (YpOBEHb JJOKA3aTEIbHOCTH A).

3.4

Hnst neuenus CKB ¢ HEBBICOKOI CTENEHBbIO aKTUBHOCTU U 0€3 MOPaKEHUSI )KU3HEHHO-BAXKHBIX
OPraHOB JIOJDKHBI OBITH MCIIOJIb30BaHbl HU3KHUE 103bl [ K n\iiin aMMHOXWHOJIMHOBBIC TIpENapaThl.
HIIBII ucrione3yrorcs B Te4€HUE KOPOTKOTO BPEMEHU U TOJIBKO Y MAMEHTOB C HU3KOM
CTENEHbIO BEPOSATHOCTU Pa3BUTHUS MOOOUHBIX 3P dekToB. [Ipu HenocTaTouHOM 3PHEKTUBHOCTH
I'K nnm ¢ 1enpro yMEHBIIIEHHSI 10361 BO3MOYKHO Ha3HAYEHUE IIUTOCTATHKOB (a3aTHOTPHH,
ModeTriia MUKOGEHOIAT UITH METOTpeKcar), (YpoBeHb Joka3aTelbHOCTH A). Pekomenayemas
exxenneBHas n1o03a ['K He nomkua npesbimates 20-25 mr, TurakBeHIT Ha3Havdaetcs B 1o3e 200-400
MT B JIeHb (YpOBEHb Jioka3arenbHocTH A). [Tynbc-Tepanus (MH)y3uH 6- METHIITICTHI30JI0HA 3

nus 1o 500-1000 Mr) Ha3HAYaeTCsl B CIIydasX TOPHUIHOTO TeUeHUs (YPOBEHb JI0KAa3aTEIIbHOCTH



C). Hapsimy ¢ OCHOBHBIMHM NIpeniapaTaMu Mpy MOKa3aHUSAX MOTYT ObITh HCIIOJIb30BaHbI
AHTUOMOTHKH, Npenaparbl KPOBU, IPOTUBOBUPYCHBIE U IPOTUBOIPUOKOBBIE ITpeNapaThl, aHTH-
KOAryJISIHTBI, JIe3arperaHTbl, MOYETOHHbIEC U TUIIOTEH3UBHBIE ITpenapaThl, CTaTUHbL. [Ipu
nopaxenuu [{HC moryTt Ha3HavaTbcs CeAaTUBHBIE, IPOTUBOCYIOPOKHBIE U IICUXOTPOITHBIE
npernapaThl.
3.5

VY 601bHBIX CKB € BBICOKOI HMMYHOJIOTMUECKON U KIMHUYECKON aKTUBHOCTBIO (BBICOKHI
yposenb ant —/{HK, camxenne C3 u C4 komnoneHtoB komiiementa, SLEDAI 6-10 6amios),
0e3 KJIMHUYECKUX MPU3HAKOB aKTUBHOT'O BOTYaHOYHOTO HeppuTa u nopaxkenust [IHC
pekomenayercs npuMmeHenne anTu-BLyS tepanun (benumymat) mo 10 Mr\kr exxemMecsiaHO
(pexomenmanuu FDA, 2011 r. ypoBeHb qokazareiabHOCTH A). beanmymab HazHauaeTcs
6onpHBIM CKB ¢ npenMyIiiecTBeHHBIM MOPAXKEHUEM KOKHU, CIIU3UCTHIX 000JI04YEK, CYyCTaBOB,
HEaKTUBHBIM BOJTYaHOYHBIM HEPPUTOM (MIPOTEUHYPUS < 2T), C HE KPUTUYECKUM YPOBEHEM
aHEMUH, TPOMOOLIMTONICHUH, JICHKONIEHUH, C YaCThIM pa3BUTHEM O0OCTPEHUI U C 3aBUCUMOCTBIO
OT IIpUeMa CPEeIHUX U BBICOKUX 7103 ['K, BBICOKMM pUCKOM pa3BUTHSI OCIOKHEHUN TEpaNIuu
(moBpeskaeHust opranoB), nHdeknui. [Tepsoie 3 uHdy3un o 10 Mr\kr Beca Ha3HAYAIOTCS B
crarronape (0-14-28 nennb) u ganee B aMOyJIaTOPHBIX YCIOBHSIX €KEMECSIUYHO B TCUCHHE HE
MeHee 6 MecCsIIIEB.
3.6

[Topakenue *n3HEHHO-BaKHBIX opraHoB npu CKB MoxeT mpusectu k HeoOpaTuMoii yrpare
byHKIMKA U\WIH JTeTalbHOMY Hcxoay. Hampumep, npu HepHTe, K Pa3BUTHIO TEPMUHATBHOM
MOYEYHON HEJOCTATOYHOCTH, IPH MOPAKEHUU CEPALA K TSHKEJIOW Cep/IeYHON HEI0CTATOYHOCTH,
yrpo3a KU3HM Hepeniko Habmonaercs npu nopaxkenuu [THC, pa3Butun anpBeonuTa, aHeMuu U
TpombonuTonenuu. B ciaydasx nporpeccupyromniero tedenuss CKB, ¢ BICOKON aKTUBHOCTBIO U
TSDKEJIBIMU MOPKEHUSIMU BHYTpeHHUX opraHoB 'K Ha3Ha4aroTCs B BBICOKUX (ITOIABIISIONINX )
no3ax. OOBIYHO MPUMEHSIETCSI TPETHU30JIOH BHYTPh B 703ax 40-60 mr (wau 0.5-1.0 mr\kr Beca)
(ypoBeHb nokazaTenbHOCTH A). [Ipy KpUTHUECKUX CUTYalUsIX WK Hed(DPEeKTUBHOCTH
Ha3HAYEHUS NPETHU30JI0HA BHYTPb IPUMEHSIOTCS HHDY3UH 6-METUIINPETHU30JI0HA (T1yJIbC-
tepanus 3 aHs noapsn o 15-20 mr\kr) (ypoBens nokasatenbHoctd C). 'K ropMoHsl B Tepanuu
CKB 3anuMarotr 0co60e MecTo U MX Ha3HaYeHHe ABIIIETCS 00sA3aTeIbHBIM IIPU CPEAHEN U
BbICOKOM akThBHOCTH CKB. /InUTEeNbHOCTD TEpanuy NpaKTUYECKN HE OTPAHUYEHA U MOYKET
MPOJIOJKATHCS B TEUEHUE MHOTHUX JIEeT. [Ipu TOCTHKEHUHU yaydllleHusl, CHUKEHUSI aKTUBHOCTH
0one3nu - no3a 'K MoxkeT ObITH MeITIEHHO yMeHbIIeHa (00b19HO 10 1 Mr B 7-10 qHeit) g0
MOJIEPKUBAIOLIEH, KOTOpas BApbUPYET B 3aBUCUMOCTH OT T€UEHHsI 00JIE3HU, TOPAKEHUSI TOTO

WJIM MTHOTO OpTraHa WJIM CUCTEMBI, pUCKa pa3-BUTHS 000CTpeHUs, KOMOPOUTHBIX 3a00I€BaHUN 1



ocnoxHeHui. [Ipenaparom BeIOOpa s cucTeMHoOM uiu nHpy3nonHo# Teparnuu ['K sBisiercs 6-
metuinpeann3onoH. [pu anmutensHoM npueme 'K y 6onpHBIX HE0OOXOAMMO KOHTPOJIUPOBATH U
IPOBOJIUTH MPO(PUIAKTHKY OCTEONOPO3a, caxapHOro auadeTa, aTepocKiIepo3a, THIIEPIUIHIECMHH,
apTepuanbHOM runeprensuu, nopaxenus KKT, katapakTel, rimaykoMbsl. PanaoMu3npoBaHHBIX
uccienoBannii 3G pexktuBHocTH 'K mpu CKB He npoBoamiock (ypoBeHb qokaszarenbHocTd C).
3.7
[lutocTatuku (IMUTOCTATHYECKUE UMMYHOIENIPEeCCanThl) Ha3HadatoTcs 0onpHbIM CKB mpu
IIPOrPECCUPYIOILIEM T€UEHUH, BBICOKON AKTUBHOCTH, COIMPOBOKIAFOIIMMUCS OPAKEHUEM KU 3-
HEHHO-BaYKHBIX OPIaHOB U cucTeM. J[J1 MHAYKIMOHHOW Tepalnuu UCHOIb3yeTcs Hukiodochan
(I®) nim moderuna mukopeHonatr (MMOD). [ID rHazHavaeTcs Mpu pa3BUTHU BOTIAHOTHOTO
Hedputa mo 1000 Mr BHyTpUBEHHO €KeMecauHO B TeueHue 6 mecsieB win 1o 500 Mr kaxabie 2
Hezaenu, 10 6 uady3uil. MM @ na3Haudaetcs B 103¢€ 2-3 T B JieHb B TeueHue 6 mecsien. LD u
MM® npumeHsoTcs B KOMOMHALIUY C MYJIbC-Tepanueil 6-MeTUIPETHU30JI0HOM U
nocienytonmum HazHadenrneMm 'K BayTpb B 03¢ 0.5-1.0 Mr\kr (ypoBeHb J0Ka3aTeIbHOCTH A).
NuaykunoHHas Tepanus IpoBOAUTCS B TeueHue 3-6 mecsues. [Ipu 1oCTHXEHNN KITMHUKO-
nabopatopHoro 3gdeKxra MUTOCTATUKU UCIIOIB3YIOTCS B KA4eCTBE MOIICP>KUBAIOIIEH Teparuu:
MMO® B no3ax 1-2 T B IcHb WK a3aTHONPUH 2 MI\KT B JICHb B TeYeHHE 6 MecsiieB. (YPOBEHb
JI0Ka3aTeNnbHOCTH A). B oTenbHBIX CaydasX MOXKET ObITh UCIOJIb30BaH [IUKJIOCIOPHUH.
[MuTocTaTuky ABIAIOTCSA BaxkHeHIMM komnoHeHToM jedeHuss CKB, ocobenno npu
YTPOXKAIOILIEM TEUEHUH C nopakeHueM nouek, LIHC, renepain3oBaHHOM BacKyJIUTE, ajbBEOJIUTE.
HazHayeHne IUTOCTAaTUKOB KaK B HHAYKIIMOHHOH (ha3e, TaK MpHu MOJICPKUBAIO-IIEH Teparnuu
JOJIKHO HAaXOAUTCS MO/ MOCTOSIHHBIM KOHTpoJeM. [Ipy Ha3HaueHHH 3TUX MpernapaToB BHICOK
PHMCK pa3BUTHs OaKTepUaTbHBIX U BUPYCHBIX WH(MEKITUH, TOKCUYECKOTO TemaTUuTa, YTHETCHHS
KOCTHOMO3IOBOT'O KPOBETBOPEHHUS.
4. Jleyenue BoryaHo4HOro Hegpura (BH)
Onpenesienune
B HacTosAluXx pekomeHaauusax BH onpenensercs coorsercrBenno kputepusim ACR:
e [epcHCTUpYIOIas nporennypus > 0,5 r\neHsp,
e U\WIH : 5 SPUTPOIMTOB, 5 JICHKOIUTOB WM IMIMHAPOB ITPH OTCYTCTBUU
WH(EKIIUA MOYEBBIX MyTEH
® JIOTIOJIHUTENBHO: JaHHbIe HePPOOUOIICUH € IOATBEPIKICHHEM
MMMYHHOKOMITJIEKCHOTO HepuTa

buoncus nouku, npu OTCYTCTBUU MPOTHUBOMOKA3aHUN TOJIKHA TPOBOJIUTHCA Y BCEX MAIlUEHTOB
CKB c aktuBHBIM He(hpuTOM. Pe3ynbraTel OMONCHN JOMKHBI OLIEHUBATHCS MO KJIacCU(DUKAIIMH

ISN\RPS, (ypoBeHb 1oka3areibHOCTH A).



Knaccudukaiys Bordanognoro Hedputa Mex1yHapoIHON accolrani Hepoaoros u
Hedponarosoros ISN\RPS ,2003 r

Kuacc | MuHHMaIbHBIC U3MEHEHHSI ME3aHTHyMa
Knacc Il MesanruansHo-miponudeparuBusiii BH
Knacc Il Ouarossiii BH (< 50% nopaxeHHbIX KITyOOYKOB)

Il A — akTHUBHBIE TOpaXKEHUS
11 A\C - akTHBHBIE U XPOHHUYECKUE TOPAKEHUS
Il C — xponudeckue nmopaxeHus
Knacc IV Huddys3ueiii BH (> 50% nopaxeHHBIX KITyOOUKOB)
Huddysno-cermentapusiii (1V-S) wiu rinodanshbii (1V-G)
IVA - akTuBHBIE TOpAKEHUS
IV A\C - akTHBHBIC B XPOHUYECKHE
IV C — xpoHundeckue

Knacc V Membpano3Hslii BH (ogHOBpeMEHHO MOT'YT ObITh U3MEHEHUS
Il u IV knaccos.

Knacc VI Hedpockiepos 6e3 nmpu3HaKoB aKTUBHOCTH

4.1

Jleuenne BH 10/mKHO IPOBOUTCS B COOTBETCTBHUH € KIACCU(PUKATMOHHBIM THIIOM He(pHTa.
[Tpu BoisiBnenuu | unu |l kitacca HazHaueHue nojasistonieil UMMyHocynpeccuBHol U I'K
Tepanuu He NPoBOAUTCA (YpOoBeHb Joka3aTrenabHOCTH C). B ciaydasx BbIABICHUS IPOTEUHYPHH >
0,5 r\24 vac. u sputporutypun Tpedyercs HazHauenue 'K u azarnonpuna. [pu Hamuyuu |11
kiacca BH (cyOsnnorenunanbHble 1eno3UThl U nposrdepaTuBHble n3MeHeHus < 50%
KI1yOoukoB) TpeOyercs arpeccuBHas Tepanus 'K u ummynonenpeccantamu. Kiace V
(cyOsnuTenrambHbIe IEMO3UTH U YTOIIIEHHE MeMOpaH KalnuuIipoB KIIyOOUKOB) PU COUYETaHUU
¢ NIV knaccom, TpebyroT Tepanun kak |1 u IV xnace. «Hucteiii V MmemOpaHo3HbIi kinacc BH»
paccmarpuBaercsa unaue, yem kinacc V1. Kmace VI, cknepos 6omiee 90% kiryboukos, TpeOyeT
MOJIFOTOBKH K IE€pecaJike MOYKH, a He UMMYHOCYIIpeccuBHOM Tepanuu. KiaccupukanonHsle
paszensl «A» u «C» yKa3bIBalOT Ha CTENIEHb XPOHU3AIUU M aKTUBHOCTH, NPHU NpeodIiaaHuu
XPOHU3ALMU THCTONATOJIOTMUECKNX U3MEHEHUM HE3HAUUTENIbHA BEPOATHOCTH OTBETA HA
UMMYHOCYTIPECCHIO.
4.2
[Ipu BBISIBIIEHHH aKTUBHOT'O BOJTYaHOYHOTO He(puTa, MOMUMO ocHOBHOMU Tepanuu ['K n
IUTOCTaTUKAaMH, TOJDKHA Ha3HAYAThCS JOMOTHUTENbHAS Teparys:

e AMHHUXUHOJIMHOBBIC TIpeNaparsl (IJIaKBEHU) Ha3HavyaeTcs B 1o3ax oT 200 go 400 mr B

JIEHB, TIPY OTCYTCTBUU NPOTUBONOKa3aHUH (ypoBeHb 0KazarenbHocTu C);
e [lpu Hanmmumu npotenHypuu > 0,5r\244aca HazHAYarOTCS OJIOKATOPHI AaHTHOTEH3MHOBBIX

penenTopoB (YpOBEHb J1I0Ka3aTeIbHOCTH A);




ITpu noBBILIEHUN YPOBHS JTUIONPOTENOB HU3KOM IIJIOTHOCTH B CBIBOPOTKE KpoBU > 100

MI\IJT peKOMEH/TyeTCsl Ha3HAYCHHE CTAaTUHOB (YpOBEHb okazaresibHOCTH C)

PexomeHganus no 1esecooOpasHOCTH Ha3HAYEHUS TJIAKBEHUIJIa OCHOBAaHA Ha JJAaHHBIX
IIPOCIIEKTUBHOI'O KOHTPOJIUPYEMOT'O MCCIIEIOBAaHHUs, IPOJAEMOHCTPUPOBABLIETO
ymenbiienue ooboctpenuit CKB npu Haznayenuun rugpoxcuxiopoxuna (I'X). Ilpu
HazHayeHuM ['X ymMeHbIIaeTcss HHACKC MOBPEXKICHNUS, BKIIIOYAsl [IOBPEKICHUE TIOYEK U
PHCK TUIEPKOArysIsIliMK ¢ pa3BUTHEM TPOMOO30B

biokaTopsl aHTHOTEH3MHOBBIX PELENTOPOB CHUKAIOT IpoTeuHypHto Ha 30%,
3HAYUTEIIBHO YMEHBIIAIOT PUCK YABOCHUS KPEATHHNUHA U PA3BUTHE TEPMHUHAIBLHOU
MOYEYHOW HEIOCTaTOYHOCTH Y OOJIBHBIX ¢ HenuabeTHuecKoil HedpomnaTuei.
AHTHOTEH3UH-KOHBEPTHPYIOIIHE (DEPMEHTHI U OJIOKAaTOPBI PELENTOPOB MPEBOCXOISAT IO

3 PexTUBHOCTH 0JI0KATOPHI KAJIbIIMEBBIX KAHAJIOB.

4.3

Pexomennauuu no unaykuuonHoii repanuu BH III|IV knacca.
C uenbio nojapieHus akTuBHOCTH BH 00s13aTenbHBIM KOMITOHEHTOM MHIYKIIMOHHON
tepanuu sBisitorea O 1 MM® (ypoBeHb fgokazaTenbHOCTH A). IMMyHOCYnpeccuBHas
Tepa-nHs Ha3HavyaeTcsl B KOMOMHAIUY ¢ 3-X JTHEBHOM MyJbC Tepanueit 6-
MeTUIpeAHn3010HoM (110 1000 Mr B AeHB) U mocieayonum HazHauenueM ['K BHyTph B
no3ax 0.5-1.0 Mr\kr B JIeHb, CHHU)KEHHE JI03bI IPH JOCTHKEHUH Y dekTa (ypOBEHb
nokazarenbHocTu C).
MM®: Ha3zHauaetcs B 103ax 2-3 T' B IEHb B TE€YEHHUE BCEr0 NEPHUOAa MHIYKIIMOHHOM
Tepanuu (6 MecsIeB).

L®: pexomenayercs 2 pexkuma HaznadeHus L{® mpu BH:

1. [1® HazHavaercs B «HU3KUX J03ax» 10 500 Mr BHyTpHBEeHHO 1 pa3 B 2 Hezenu, CyMMapHo 6

7103, C TOCIIEAYIOIINUM HazHaueHneM A3zatuonputa uiau MM® BHYTph (YypOBEHb

JoKa3aTenbHOCTH B)

2. «Bricokune no3em» - L1® BHyTpHBeHHO 110 500-1000 Mr/™M? moBepxHOCTH Tena + 6

Metunnpeann3osion 1000 Mr exxemecsiyHO B TeueHUe 6 Mecs1eB, 3aTeM HazHavya-eTcss MMO® unu

A3aTunpuH BHYTPb (YPOBEHB J10KA3aTEIBHOCTU A).

v' Tlo maHHBIM MeTaaHalM3a U MHEHHS SKCepToB MM® 1 LD sABISAIOTCS SKBUBAICHTHBIMH

KOMIIOHEHTaMH MHIYKIHOHHOM Tepanuu. JJonrocpounsie uccaenosanuss MM® u LI npu



BH HemMHOro4mcIeHHBI HO IEMOHCTPHUPYIOT BBICOKYIO 3 pexTuBHOCTD 3 T MM® exxeqHeBHO
B TEUCHHE 6 MECSIIEB C TOCIEAYIONIMM Ha3HAYeHHEM 0oJiee HU3KHUX J03 B TEUCHHE 3 JIET.

v Bbi60p 10361 MM® 3aBHCHT OT KIIMHUKO-MOP(HOIOTHIECKOM KapTHHBI 3a00JICBaHMS,
Hanpumep npu 11l knacce HeppuTa 6€3 NOTYITYHUNA WK IPU HATTMYUU IPOTEUHYPUH U
CTa0WJIBHOM YPOBHE KpeaTHHUHA (IIPU OTCYTCTBUM JAHHBIX OMOICUU ITOYKH), - IPUEMIIEMOI
MO3KeT ObITh 103a MM® B 2-3 T B fieHb. [Ipu nammmauu III-1V knacca ¢ nonymynusimu, a
TaKXe y OOJbHBIX C MPOTEMHYPHUEH U YBEIIMUCHUEM YPOBHS KpeaTUHHHA B mocieanue 1-3
Mecsina 103a MM® noskHa cocTaBiisiTh 3 T B cyTkd. OnTuMuzanus HazHaueHuss MM O
MOJET OBITh OCYIIECTBIEHA 3aMEHON Ha MUKO(EHOIOBYIO KUCIOTY WIN
KHAIIEYHOPACTBOPUMBIA MUKO(EHO-TIaT HATPHsi, 0COOCHHO MPH Pa3BUTHU TOLUTHOTHI  PBOTHI.

v' Tlpenpiaymye uccieaoBanus, nposeaennsie HarmonansusiM Macturyrom 3noposes CILIA
HOJTBEPAKIAIOT BBICOKYIO 3 (EKTUBHOCTh «BBICOKUX 103» L{P, Ha3HaYaeMBbIX €KXeMECSIUHO 6
MECSILIEB U Jlajlee ©KEKBapTaJIbHO B TeueHue 2 jeT. Takoi pexum jedenus O6bu1 6osee
3 PEeKTHBEH B OTHOLICHUH NIPEAOTBpanieHus odoctpenuss BH, yem kopoTkuii 6-u MecsaHbIN
Kypc. B Toxxe Bpems «kopotkue Kypeb» L{®, npoBonuMele B TedeHue 3-6 MecsueB ¢
NOCIEAYIOIUM HazHaueHne Azatunpuaa nii MMO® taxke JEMOHCTPUPYIOT XOPOLIHE
pe3yJIbTaThl

v' PeKOMEH/IaluK [0 UCTIOJb30BaHuio [1ylbe-Tepanuy B Ka4ecTBe MHAYKIIMOHHOM Tepanuu BH
0a3upyroTCcs MpeXkae BCEro HA MHEHUHU HKCIIEPTOB.

v OTcyTCTBHE KOHKPETHBIX PEKOMEHIAIHI 10 TeMITy CHIDKEHHs 10361 [ K 00BsicHsIeTCs
pasHooOpa3ueM KiIMHu4Yeckux nposisieHuit BH u BHenoueunsix nposisienuit CKB.

4.4

Pexomenyercst B O0JIBIIMHCTBE CIIy4aeB HaUMHATh UHIYKIMOHHYIO Tepanuto L{® wimu MM u

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

exxeqHeBHo 10361 I'K. Koppekuus Tepanuy BO3MOKHO P HAIMYUN YO TUTENbHBIX

JIOKA3aTeNIbCTB YXYIIIEHUS Yepe3 3 MecsIia OT Havyayia JedeHus: ypenunuenue Ha 50%

MPOTEUHYPUH WM KPEaTUHHWHA ChIBOPOTKH KPOBU (YPOBEHB JOKAa3aTEIIbHOCTH A).

4.5

CoxpaHeHue 1eTOpoAHON QYHKIIMM OJ1HA U3 HauboJiee cepbe3HbIX MPOOJIEM Y MOJIOBIX

xeHuH ¢ BH. B aToii cBsi3u pekomennyercss HazHadaTh MM® B kauecTBE MHAYKIITMOHHOU

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

MOTYT IPUBECTU K HEOOpaTUMOMY OeCIIOAHIO (YPOBEHB J0Ka3aTEIbHOCTU A JUIs OLIEHKU

I‘OHE[,Z[OTOKCI/I‘-IHOCTI/I).



4.6

PexomeH1anuu mo HHAYKIMOHHO# Tepanuu y 60abHbIX ¢ IV wau IV\V knaccom BH
¢ HAJTM4HMeM I0JIYJTyHHI

Pexomenayercs muist noctuxkeHus ynyuiieHus y nauueHTos ¢ BH nannoro knacca npo-
BOJUTH MHAYKITMOHHYIO TepaIuio ¢ ucrnoib3oBanreM LD wim MM® (ypoBeHb 10Ka3aTelIbHO-
ctu C), a Takke HauYnHATh npoBeaeHue [lynpc-Tepanuu 6-MeTUNNPEAHU30JI0HOM U Ha3HAYATh
'K BHYTpSH B 103ax HE MeHee | Mr/kr/nenb. Hannuue nonynyHuid yka3bIBaeT Ha
HEeOIaronpHUATHBIN )KU3HEHHBIN MPOTHO3 JAa)Ke IIPU CBOEBPEMEHHOM MPOBEICHUN HHTCHCUBHON
WHIYKIIMOHHOW Tepamnuu, Ha3HaueHne MM® B no3e 2 r/neHp He ycrymnaeT 1o 3G (heKTUBHOCTH
uH}y3usaM Beicokux 703 LI (ypoBens nokazarensHoctu C).

4.7

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

[Tpu noaTBepxnennn V «MemOpano3znoro» kiacca BH ¢ maccuBHOI «HE(DpOTHIECKOM»
NPOTEHHYPHUEH PEeKOMEHIyeTs HazHavaTh npeaau30ioH (0.5 mr\kr\neHs) B komOuHaimu ¢ MM®

1o 2-3 1 B IcHb (YpOBEHb J0KA3aTEIbHOCTH A).

4.8

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

[Tpu noctmwxenun y 601bpHbIX ¢ BH Xopomero knmuHuko-i1aboparopHoro s¢gdexra nocie
IIPOBEICHUS UHAYKIIMOHHOW T€panuu, PEKOMEHAYETCs JUIs IO KAHUS pe3yIbTara u
yAyYIIeHUs OTAAJICHHOTO MPOrHo3a HazHaueHrne MM® B 03¢ 2 r\neHp mim A3aTHornpuHa 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 PE3ybTaT MOCIIE IPOBEAEHUS 6-1 Me-
CAYHOM MHAYKIIMOHHOMU Tepanuu rirokokoprukonnamu + L wim MMO, unm yxyameHus mno-
cie 3 MecAIeB OT Hayalla Tepalun, PEKOMEHIYETCs MIEPEKIIFOUEHNE OJJHOTO MMMYHOCYITPECCUB-
HOTO TIpenapara Ha apyroi, Hanpumep ¢ MM® na [{® unu Hao60poT B KOMOMHAITNH C 3-X
JTHEBHOH Tepamnueil nmynsc-Tepanueit (ypoBeHb qokazarenbHoctu C).  [Ipu nepexiitoueHun Ha

I_[(I) BO3MOXHO HUCIIOJB30BaHUEC KAaK HU3KUX, TAK U BBICOKHX J03.



[Tpu orcyrcTBUM d(hdekTa 0OHON WU ABYX CXEM HHIAYKIIHOHHOW TepaInu C

npumMeHerreM [IO\MM® moxkeT ObITh HCIIONIb30BaH PuTykcumMab, (ypoBeHb J10Ka3aTeIbHOCTH

Q).

Jleuenne BH npu Hajnuuuu 0epeMeHHOCTH

[Tpu Hanuuuu 6epeMeHHOCTH Y skeHIIuH ¢ JIH pekoMeHmyeTcs HECKOIbKO BapUaHTOB
tepanuu. [Ipu oTcyrcTBUM akTHBHOCTH He(hpHUTa U BHETIOUeUHbIX nposiBienuii CKB
crenuanbHoi Tepanuu He Tpedyercs. [lpu He3HaYNTEeNbHON aKTUBHOCTH PEKOMEHIYETCS
Ha3Ha4YeHHe aMUHOXHUHOJIMHOBBIX IpernaparoB (riakBenu). [Ipu BeipaxkenHoi aktuBHocT JIH
u\IJIM BHETIOYCYHBIX NPOSIBIICHUI OoJie3Hu Ha3HavatoTes 'K B 103ax, MO3BOJISIONINX
KOHTPOJIMPOBATh T€UEHHE OOJIE3HHU, €CJIM HEOOXOAMMO BO3MOXKHO J100aBiieHne A3aTHONPUHA
(ypoBeHnb nokazatenbHocTH C).

v’ clieyeT uMeTh B BHIY, 9T0 Beicokue 1036l 'K y 6onbabx CKB ¢ Hamnunem
OepeMEeHHOCTHU COTIPSKEHBI C BBICOKUM PUCKOM PAa3BUTHUS apTEPUATIbHON TMIEPTEH3UN U
caxapnoro nuabera. MM®, [1®, [{uxnocriopud u MeToTpekcaT HEe Ha3HAYAIOTCS U3-3a
BBICOKOT'O PHCKa pa3BUTHS TepaToreHHoro 3gdekra. Teparorennsiit a3pdexr
AsaTronprHa B 103aX He 6osiee 2 Mr\KT CUATAeTCs] MUHMUMAIbHBIM. [larieHTKam ¢
MEPCUCTUPYIOIIEH BBICOKOW aKTUBHOCTHIO JIH, yCTaHOBJIEHHBIM WIIH MPEAIIOIAracMbIM
IV knaccom HedpuTa peKOMEHIYeTCs MPOBEICHUE KecapeBa CeueHus nocie 28

HCACIIb.

5.0

Jleuenune nopaskenusi HeHTpaabLHoil HepBHOH cucTtembl (LIHC)

V' TICHXOHEBPOJIOTHYECKHE MTPOSBICHUS ABIISFOTCS HAMMEHEE M3YUCHHBIMH, M BO3-MOXHO,
OJIHMH U3 caMbIX pacrpoctpaneHHbIx nposisaeHuit CKB. Tonbko B 1999 r. sxcniepThl
ACR npemnoxuim kiaccupukanuio u aepunnnnu 19 Hanbonee n3ydeHHbIX TPOSBICHUI
MOpa)kKeHUs! LIEHTPaIbHOM 1 niepudeprudeckoil HepBHOU cucteMbl y 60nbHbIX CKB.
v' Jlns moarsepskaenust nopaxenus [[THC npu CKB Heo6X0auMO MpUBIEKaTh
CIIELIMAJIMCTOB HEBPOJIOTOB U IICUXUATPOB, POBOAT CHEUaNIbHbIEC HccaeaoBanus: D01,
MPT rosoBHOTO M CHUHHOTO MO3ra.
5.1
IIpu pa3BUTHH TAKEIBIX, )KU3HEHHO-YIPOXKAIOIINX COCTOSIHUN ITpu nnopaxkenuu LIHC :
CyJIOpOTH, TIOTIEPEUHbII MUETTUT, HEBPUT 3PUTEIHHOIO HEPBA, LIEPEOPOBACKYIIUT -

PEKOMEHIyeTCsl He3aMeIIUTEeNIbHO HayaTh POBe/IeHue UHTEHCUBHOM Tepanuu uHpy3un LD



o 1000-500 Mr u — 6 metwnpeau3oaoHa mo 1000 Mr HECKOJIBKO AHEH TOAPSIA C
nocieayrommm HazHadyenueM 'K BryTpb 0,5-1,0 mr\kr\nens (ypoBensb gokazatenbaoctu C).
5.2
[Ipu pa3BUTUH KOMBI, CONOPA, IPOIPECCUPYIOLIETO MUEIUTA, HAIMYUU BBICOKOTO YPOBHS A-
JHK u\vi KproriaoOyIMHOB B CBIBOPOTKE KPOBH [TOKa3aHO PUMEHEHHE M1azmMadepesa,
€XKeJIHEBHO WIIM Yepe3 JACHb, ¢ dKchy3ueit 20-30 mir/Kr Beca miia3mbl (YPOBEHb JJOKa3aTEIIbHOCTH
C). Ha3HaueHue BHYTPUBEHHOTO UMMYHOTTI00yuHa B f03ax 0,5-1,0 r\kr pekoMeHayeTcs mocie
OKOHYaHUS Ipoueayp miazmadepesa.
5.3
[Tpu orcyrcTBUM 3¢ (ekTa B TeUSHUE 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
Pexomenpanuu no npumeneHuto Putykcumaba npu xu3HeHHOYyrposxkaromeM nopaxenuu [HTHC
OCHOBAHBI Ha JIAaHHBIX O BBICOKOH 3(pPeKTHBHOCTH aHTH B-KkieTounoii tepanun y 6onsHbIx CKB
C pa3BUTHEM KOMBI, KaTaJeNCHH, MONEPEYHOr0 MUEIHUTA U TICUX03a, MPU 0TCyTcTBUU (D dekTa

oT npumeHenust MaccuBHbIX 703 ['K, L1®, umMmyHornodynuna u miasmadepesa

6.0
MonnTtopunr aktusHoctu CKB
CornacHo EULAR pexomenpanusam 2010 rona u npasunamu GCP B ctannapTHOe
oOcnenoBanue nanuenta c CKB B peanbHOM KIMHUYECKOM NMPaKTUKE JOHKHO ObITh BKIIOYEHO
cienyrouiee:
O1eHKa akKTUBHOCTH 3a00JI€BaHMSI C UCIIOJIb30BAaHUEM JHOOBIX BAIMIMPOBAHHBIX

nuaekcoB aktuBHOCcTH CKB

° OLICHKA CTCIICHU ITOBPCKIACHUA OPraHOB
° OIICHKA Ka4yeCTBa XHW3HU IMallMCHTAa

° HAJINYHUC COMYTCTBYIOIINX 3a00JIeBaHUI
° TOKCUYHOCTSB IIpCIIapaToB

Onenka aktuBHocT CKB nmeeT orpomMHoe 3HaueHue aj1s BbIOOpa Teparuu.
MonuTopunr aktnBHocTH CKB Ha COBpeMEHHOM 3Tare pa3BUTHs pEBMATOJIOTMH BKIIFOYAET B
ce0s crienManbHO CO37JaHHbIe MHCTPYMEHTHI — MHJIEKChI aKTUBHOCTH. Bee coBpeMeHHbIe
unHaekcol aktuBHocTH CKB mpencrapnstomue co6oit KOMOMHALINIO KITMHUYECKUX U

1a00paTOPHBIX MPU3HAKOB BOTYAHKH, OBUTH pa3pabOTaHbI C IEIbI0 CTaHIAPTH3AINN OIICHKA



aKTHUBHOCTH 3a00JieBaHus, 5 WHAEKCOB akTuBHOCTH CKB mpomumy Bamumanuio u mmmpoko
UCTIOJIB3YIOTCSl B MUPOBOM MEAMIIMHCKOM JIeueOHOM N HAy4IHOM MPAaKTHUKE:

1. SLE Disease Activity Index (SLEDAI), (Bombardier u coasr. 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 unuekc
BxoauT 24 mapametpa (16-knmunnyeckux u 8 nadoparopubix nokazareneit CKB). Kaxgomy
MOKa3aTeNio MPUCBOCHBI 6autbl OoT 1 10 8 kaxknomy u3 npuszHakoB CKB, Bomeamiero B uHAEKC.
bonee cepbesnbie nposiBiienus CKB, Takue kak: nopakeHne HEPBHOM CUCTEMBI, TIOPAKEHHE
IIOYEK, BACKYJIUT - UMEIOT 00Jiee BBICOKYIO OAJUIbHYIO OLIEHKY, YeM Apyrue npuzHaku. O0mui
MaKCHUMaJIbHO BO3MOXHBIHN cueT uHaekca SLEDAI cocrasisier 105 6amnos. [Ipu npoBenennn
orieHkH akTuBHOCTU 10 nHAEKCY SLEDAI Heo6xonumo otmeuats npusHaku CKB, kotopbie
MIPUCYTCTBOBAIM Yy MallMeHTa B TeueHue 10 mpeaiecTBYOIUX OCMOTPY JHEN, HE3aBUCUMO OT
UX CTETICHU TSHKECTH WM YITyqIleHus/ yXyamenus coctosaus. Cuet > 20 6amioB BcTpeyaeTcs
noctatouHo penko. [loseimenne SLEDAI > 8 o3navyaeT Hainune akTUBHOTO 3a00JIEBaHMS.
VBenmuuenne SLEDAI Mexty 1ByMs BUBUTaMH Ha >3 0ajuI0B MHTEPIIPETUPYETCS KaK
yMepeHHoe 00ocTpeHue, Ha >12 6annoB, kak Tsxenoe odoctpenne CKB. B HacTosiee Bpems
HIMPOKO ucrnonb3ytoresd 3 moaudukanuu unaekca SLEDAIL: SLEDAI 2000 (SLEDAI 2K),
SELENA-SLEDAI u Mex-SLEDALI. I1pu npoBeieHnN KIMHUYECKUX HCCIIEOBAaHUH yale
ucnonsiyetcs unjgekc SELENA-SLEDAL.

SELENA-SLEDAI Taxxe, kak 1 SLEDAI 2K yunuTbIBaeT nepcuCTUPYIOLIYIO
AKTUBHOCTb , CBA3aHHYIO C HAJIMYMEM BBICHIIAHUMN, 3B CIM3UCTHIX U aJONELNH, U BBOJIUT
CIIEIYIOIINE UBMEHEHUS: B «PACCTPOICTBO YEPETHO-MO3TOBBIX HEPBOB) BKJIIOYAET
«TOJIOBOKPY)KEHUE», BHOCHT M3MEHEHHMS B PH3HAK «IOBBIICHUE MpoTenHypuu Ha 0,5 T\neHp»
Ha BHOBb BO3HMKIIIEE, U MIO3BOJISAET YUUTHIBATH TOJIBKO HAIMYHME OJHOTO U3 IPU3HAKOB IIEBPUTA
WM NIEPUKAP/INTA, B OTJIINYUE OT CYIIECTBYIOLIEr0 paHee HEOOXOJUMOCTH HaMYUs KOMILIEKCa
cumntoMoB. SELENA-SLEDAI Takxe, kak 1 SLEDAI 2K yuuThIBaeT MepcUCTHPYIOIIYIO
AKTHUBHOCTb , CBSI3aHHYIO C HAJIMYMEM BBICBHIITAHUM, 3B CIUZUCTHIX U aJIONEIUU, U BBOAUT
CJIEIYIOIINE U3MEHEHUS: B «PAaCCTPONCTBO YEPENTHO-MO3TOBBIX HEPBOB) BKJIIOYAET
«TOJIOBOKPYKEHHUE», BHOCHT U3MECHEHHS B MPH3HAK «ITOBBINICHUE TPOTenHypuun Ha 0,5 r\neHb»

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



HJIK IICpUKApAUTaA, B OTIIMYHUEC OT CYIICCTBYIOUICTO PAHEC HGO6X0,Z[I/IMOCTI/I HaJIH4Yusl KOMIIJICKCa

CHUMIITOMOB.

Onpenenenue akruHocTu CKB nmo mkane SELENA- SLEDAI

(Obsecmu bann, coomeemcmeyrowuil NPOAGIEHUIO, UMEBUIEMY MECIO HA MOMEHIM OCMOMPA
unu 6 meuenuu 10 npeowecmeosasuiux ocmompy OHetl)

bann [IposiBnenue Onpepenenue
8 | OnmnenTtuyeckuii | HenaBno BozHukmmii (mocneanue 10 qHeit). MckmounThb
IIPUCTYT MeTa00IMYeCKUe, NH(PEKIIMOHHBIE U JICKAPCTBEHHbIE IPHUUUHBI
8 | Ilcuxo3 Hapymienne cnocoOHOCTH BBINOIHITh HOPMaJIbHbIE AEUCTBUS B

HOPMAaJIbHOM PEKUME BCJIEJCTBUE BHIPAXKEHHOTO U3MEHEHUSI
BOCIIpHUATHUA IleICTBI/ITCJIBHOCTPI, BKJIFOYasi BKJIKOYaA
raJUTFOLIMHAIIIN, 0€CCBA3HOCTD, 3HAUUTEIIbHOS CHUKCHHE
aCCOIMAaTUBHBIX CIIOCOOHOCTEH, MCTOIIECHNUE MBICIUTEIILHOM
JIeSITEIIbHOCTH, BBIPAKEHHOE aJIOTMYHOE MBIIIJICHUE; CTPAaHHOE,
JIE30praHN30BAHHOE WJIM KATATOHUYECKOE MTOBE/ICHUE.

W ckmounTh nog00HbIE COCTOSTHUS, BBI3BAaHHBIC ypEMHUEH UITU
JICKAPpCTBCHHLIMU IpCriapaTaMunu

8 OpraHI/I‘leCKI/IC HapymeHHe YMCTBGHHOﬁ ACATCIIbHOCTH C HAPYIICHUCM
MO3I'OBBIC OpuCHTAUWU, IaMATHU U JPYTUX UHTCIUICKTYAJIbHBIX
CUHAPOMBI CIIOCOOHOCTEH ¢ OCTPBIM HAYaJIOM U HECTOMKHUMH KINHUYECKUMHU

IIPOSIBJICHUSIMH, BKJIFOYAsl 3aTYMaHEHHOCTh CO3HAHUSA CO
CHIDKEHHOM CTTIOCOOHOCTBIO K KOHIIEHTPALUU M HECTIOCOOHOCThIO
COXpaHITh BHUMAHUE K OKPYXKAIOLIEMY, III0OC MUHUMYM 2 U3
CJIEAYIOIIMX MPU3HAKOB: HapyIlIEHUE BOCIPUATHS, OecCBsA3HAs
peub, 6ECCOHHUIIA UITU COHJIMBOCTD B JTHEBHOE BPEMsI, CHUKECHHE
WJIU TIOBBILLIEHUE IICUXOMOTOPHOU aKTUBHOCTH. MICKIIOYUTD
MeTabonnueckre, THPEKINOHHbIE U JIEKAPCTBEHHbIE

BO31€HCTBUA.
8 3pI/IT€J'IBHBI€ HSMGHGHI/I?[ B rnazy NI Ha CETYATKE, BKIOYasa KJICTOYHBIC
HApyLIEHUS TeJIblla, KPOBOMBIIMSAHUS, CEPO3HBIN KCCYAAT UM TEMOPPAruU B

COCYIUCTOM 000JI0YKE UM HEBPUT 3PUTEIBHOTO HEPBA, CKIIEPHT,
AMUCKIEPUT. VICKITIOUUTE ClTyyan 1Mo{00HBIX U3MEHEHUH MpH
TUIEPTEH3UN, THPEKIUHU U JIEKAPCTBEHHBIX BO3/IEHCTBUSX.

8 | PaccrpoticTBa co | BriepBbie BO3HHKIIIAs YyBCTBUTEIbHAS HITH JIBUTATEIbHAS

CTOpPOHBI HEBpPONATHUs YEPEITHO-MO3TOBBIX HEPBOB,
YepenHo- BKJIIOUASITOJIOBOKpYXEHHUE , pa3BuBlieecs Beieactsue CKB.
MO3TOBBIX
HEPBOB

8 | 'omoBHas 6oinb BripaxkeHHast mepcUCTUPYIOIIas ToJIoBHAs 60J1b (MOXKET OBITh

MUTPEHO3HOI), HE OTBEYaI0Ilas HAa HAPKOTUYECKHE aHAIbI€TUKU

8 HapymeHHe BHCpBLIC BO3HUKIIIEE. VICKIIOUHUTE TAaKOBOE BCIIEACTBHUE




MO3T'0BOI'O

aTepOCKIIepO3a WITH TUTICPTCH3HH.

KpPOBOOOpAIICHHUS

8 | Backynur S13BbI, raHrpeHa, 60JIe3HEHHBIE Y3€IKU Ha Maiblax,
OKOJIOHOTTEBBIE MH(APKTHI 1 TeMOpPParuyl UiM JaHHbIE OMOTICUH
WJIHA @aHTUOTPaMMBbl, IOATBEP)KJAIOIINE BACKYIHUT

4 | Aptpur bonee 2 nopakeHHBIX CyCTaBOB C IPU3HAKAMU BOCIIAJICHUS
(6071€3HEHHOCTD, OTEK WJIH BBITIOT)

4 | Muo3ut [TpoxcumanbHast MpledHasi 00J1b/C1a00CTh, ACCOLMUPOBAHHAS C
HOBBIIIEHHBIM YPOBHEM KpeaTHH()OCHOKMHA3BI/aNbA0a3bl, I
nanabeie OMI umm Oroncuu, MOATBEPKIAIONTUE MHO3HT

4 | Hunmusapypust 3epHHCThIE WIN SPUTPOLIUTAPHBIE IMIIMHAPHI

4 | I'emarypus >5 3pUTPOLUTOB B M0JI€ 3peHus. MICKIIIOUMTh MOYe-KaMEHHYIO
00J1e3Hb, MH(EKIIMOHHbIE U APYTHe NPUUMHBI

4 | Ilpoteunypus Octpoe Hauaslo UM HeJaBHEE MOsBICHUE OelKka B MOY B
konuuecTBe >0,5 rpaMm B CYyTKU

4 | Ilnypus >5 nelKouuTOoB B nojie 3peHus. MckinounTh HHGEKINOHHBIE
PUYHHBI

2 | Boichimanus HoBble niam nmpoaospKaroIyecs BhIChIIAaHHUS Ha KOXKE
BOCHAJIMTENBHOIO XapaKkTepa

2 | Anonenus BriepBble BO3HUKIIEE WM MPOAOIIKAIOIIEECS TOBBILIEHHOE
ouaroBoe win Au¢Gy3HOEe BIAICHHUE BOJIOC BCIIEACTBHEC
aktuBHocTH CKB

2 | SI3BBI cnu3UCTHIX | BriepBble BO3HUKIIEE WK TIPOIOJDKAIOIIEECS N3BI3BICHHE

000J1049eK CJIM3MUCTBIX 000JI04€eK pTa ¥ Hoca BeneacTeue aktuBHocTH CKB

2 | IlneBpur bonp B rpyAHON KJIETKH C IIIyMOM TPEHHUSI IUIEBPHI, WJIA BBIITOTOM,
WM yTojeHue mwiespsl Beaeacrsue CKB

2 | Ilepuxapaut [TepukapnuanbHas 00JIb C OTHUM U3 CIEAYIOIUX TPU3HAKOB:
IIYM TPEHUs NepuKap/a, dJ1eKTpoKapaArorpaduyeckoe
IIOJITBEPKICHUE TIEPUKAPANTA

2 | Huskwmit ypoBenp | CHmxenne CHS0, C3 umn C4 Hibke rpaHUIbI HOPMBI

KOMIIJIEMEHTA TeCTUpYIOLIeH 1abopaTopun
2 | IloBeimenwue >25% cBsi3pIBaHMs 110 MeToy Farr unu npesbliieHue
YPOBHS QHTHUTEN | HOPMAJIbHBIX 3HAUEHHUH TECTUPYIOIIEH TabopaTopuun
k JIHK
1 | Jluxopanka >38°C. UcknounTh HH(EKIIMOHHbBIE TPUYUHBI
1 TpomboruTonien | <100 000 kieTok /MM
ust
1 | Jlelikonenus <3000 Kk1eTOK /MM° VICKITIOUHTH JIeKAPCTBEHHBIE PHIMHEL

OO6muit 6am1 (cymma 6ajijIoB OTMEUEHHBIX MTPOSIBICHUH)




6.2

SELENA Flare Index ( SFI) uccnenosanrie SELENA BriepBbIe OrpeaeisieT HHIEKC
oboctpennss SELENA (SELENA Flare Index, SFI), mpu momoriu KOTOPOro MOsBISETCS BO3-
MOKHOCTb paszrpannyeHus crenenu odocrpenuss CKB Ha ymepennyto u tsxenyro. SFI yautsr-
BaeT TMHAMUKY akKTUBHOCTH 3a0osieBanus no mkane SELENA SLEDAI, u3menenue riodaib-
HOM OLIEHKH COCTOSHUS MalieHTa BpadoM (physician’s global-assessment visual-analogue scale,

PGA), Mogudukanuio cxeMm Tepanuu U sl KIMHUYECKUX MTapaMeTpOB.

SELENA mpeaxycMaTrpuBaeT UCIOIb30BaHUE OOIICH OLIEHKU COCTOSIHUSI MaMeHTa
BpayoM, 1o 100 MM BHU3yalbHOH aHAJIOTOBOM IIKaJie, HO KOTOPOU 0003Ha4YeHbI rpaganuu oT 0
1o 3 (rae 0 o3HauaeT HeaKTUBHOE 3a00JIeBaHuE, a 3 —3a00JIeBaHUE C BBICOKOM aKTUBHOCTHIO). B
MOCJIeTHEE BpeMsl TEPMUH «ompeeneHre aktuBHocTH 110 mkaine SELENA SLEDAI» Bximrouaer
B ce0s onenky aktuBHOCTH SELENA-SLEDAI, OGmyro o1rieHKy COCTOSIHUS TAIIMEHTa BPauoM
no BAII u unnexc obocrpenns SFI

['moGanpHast O1leHKa COCTOSIHUSA MaKueHTa BpadoMm, uccienoBanne SELENA

OO0611ast o1leHKa COCTOSHUS 0 1 2 3
MalUeHTa BpauyoM ' | i i
(ommemumo coomeemcmeenno HET JIETKAs cpemHsis BBICOKAst
cocmosnuio Baweeo nayuenma) @/IBHOCTI/I aKTI/IBI—ﬁ‘b
100 MM
6.3

Systemic Lupus Erythematosus Responder Index, SRI crioco6en 0 1HOBpeMEHHO

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

HNupaexc orBera Ha Tepanuio CKB, SRI
Bam manueHT cuntaercss OTBETYMKOM Ha TEPAIHIO, €CITH Y HETO B TUHAMUKE

COOJIIOJIAIOTCS CIEAYIOLINe TPUHIIUIIBL:

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

HCXOJHOT'O YPOBHA




2. OtcyrcrBue HOBoro BILAG A cyeta moBpeXIeHUs OpraHa WiIu
yBenudeHue Ha >2 BILAG B cyera moBpexaeHust opraHa 1o CpaBHEHHIO C

HCXOAHBIM

3. OTtcyTcTBUE YXYIIICHHS 110 IKalie [ T00anbHON OlleHKH

COCTOSTHUS ManueHTa BpauoM (<0.3- yBelndyeHne OT UCXOJIHOTO YPOBHS)

6.4
HNupexc noppexaenus SLICC/ACR Damage Index

YcTaHaBnuBaeT HATMYUE MOTEHIIMAIBHO HEOOPATUMBIX TTOPAKEHUN PA3TMYHBIX OPTAHOB.
I/IHI[GKC MOBPECIKACHU A BKITIOYACT OITMCAHUE COCTOAHUA 12 cuctem OpraHoB, MaKCUMAaJILHBIN
CYET I10 OT/AETHHBIM CHCTEMaM OPTaHOB COCTaBJsIET OT | 0 7 GayuioB, B 3aBHCUMOCTH OT
KOJIMUECTBA OLIEHUBAaEMBIX MapaMeTpoB. OOmK MaKCHUMaIbHO BO3MOXKHBIN CUET cocTaBisieT 47
OamioB. B 6aibHYIO OIIEHKY BKIFOYAIOTCS BCE TUITBI MOBPEKICHUS C MOMEHTA Havasa
3aboneBanus (00yciosieHHbie HenocpeacTBeHHO CKB win pa3BuBIIeecs BClieCTBHE
MIPOBOJIUMOM TEPAMHH), IPU ITOM YUUTHIBAIOTCS TOJIKO NMPU3HAKU, COXPAHSIOIIMECS B TCUCHHE

6 Mec. u Ooiee

Hupexc nospexaenusi npu CKB SLICC/ACR Damage Index

(Heo6x00wno HAludue y nauyuenma HusicenepeuucCieHHblX CUMRMOMO6 He MeHee 6

mecauyes)
Ipu3znak bambr
Opzan 3penus (Kaxcowlit 21a3) npu KAUHUYECKOU OYeHKe
JIro6as kaTapakra 1
W3MeHeHus ceT4aTku Uik aTpodust 3puTeabHOro HepBa 1

Hepemm cucmema




KoruutusHble HapyleHus (CHUKEHUE MaMSTH, TPYAHOCTH CO cUeToM, Iutoxast | 1
KOHLEHTpaLusl, TPYIHOCTH B Pa3rOBOPHOM peYM UM MUCbME, HapyIIEHHbII
YPOBEHb UCIIOJIHEHMSI) WIIM OOJIBLINE IICUXO03bI

CynopokHbI€ PUTIATIKH, TPEOYIOIIHE JeUeHUs OoJiee 6 Mec 1
WNHcynbThl KOrAa-nmu6o (cuet 2 6ama, ecnu >1) 1
YepenHo-M03roBas WiH nepudepuyeckas HeBponaTus (UCKItouas 1
3pUTENBHYIO)

[ToriepeyHbIii MUEIIUT 1
Iouku

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

Koneunas craaus moueyHoro 3a0oseBanus (HE3aBUCUMO OT IMAIN3a WK 3
TpaHCIJIaHTALUN)

Jleckue

Jlerounas runepreH3us (BbIOyXaHue MPaBoro xenyaouka uinu 3soukuit Il ton) | 1
Jlerounsiit pudpo3 (HhU3MKAIBHO U PEHTTEHOJIOTHYECKH ) 1
CwmopiieHHOe JIerKoe (PEHTIEHOJIOTHYECKH ) 1
[TneBpanbHBIi GUOPO3 (PEHTTEHOIOTHUECKH ) 1
HNHupapkT sterkoro (peHTTEHOJIOTHYESCKH ) 1
Cepoeuno-cocyoucmasn cucmema

CreHokapaus WK a0pTO-KOPOHAPHOE UTYHTUPOBAaHUE 1
WudapkT Muokapaa koraa-muodo (cuer 2 6amra, ecim >1) 1
Kapanomuonarus (auc@yHKINS KeETyT0UKOB) 1
[Topaxenue kianaHoB (JUACTOIHMYECKUN UM CUCTOIUYECKH myM >3/6) 1
[TepukapauT B TeueHue 6 Mec (MU MepUKapIIKTOMHUS) 1
Ilepugpepuueckue cocyowt

[Tepemexaromasicss XpoMOTa B Te€YEHUE 6 MeC 1
Heb6onpimast moteps TkaHu («IoaymIeykay mnajabla) 1
3HauyMTeNbHAs NOTEPS TKAHU KOI1a-ITu00 (ImoTeps nanblia MM KOHEYHOCTH) 1
(cuer 2 ecnu > 4eM B OJJHOM MECTE)

BeHno3Hblil TpOMO03 ¢ OTEKOM, U3bSI3BICHUEM UM BEHO3HBIM CTAa30M 1
Kenyoouno-xkuweunviit mpaxm

WnbapkT, pe3exiys KueyHnKa (H1xe 12-nepcTHON KHILKH), CENe3€HKH, 1
MEYECHU WJIH JKETUHOTO My3bIps, KOT1a-I100 10 JIF0ObIM NPUYHHAM (CUEeT 2 eciu
6oJiee 4eM B OJJHOM MECTE)

Me3zeHTepuanbHas HEA0CTaTOYHOCTh 1
XPpOHUYECKU TEPUTOHUT 1
CTpuKTYypBI HIIM XUpYyprudeckue onepanuu Ha BepxHei yactu JKKT 1
Kocmmno-mvlueunan cucmema

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

OcTeonopo3 ¢ mepeioMaMy WK KOJUTAIICOM TTO3BOHKOB (MCKITIOUast 1




aBaCKYJISIPHBIM HEKPO3)

ABackyIsIpHbII HeKkpo3 (cueT 2 Oana, eciu >1) 12
Octeomuenur 1
Koorca

PyGmoBas XxpoHudeckas ajgonenus 1
OO6mupHOe pyOlIeBaHKE WU MTAHHUKYIIAT (KPOME BOJIOCUCTON YacTH U 1
MOAYIICYEK NaIbIIEB)

W3bs3BneHns Koxu (MCKITo4as TpoM003) B TeueHue 6 mec 1
[TopaxeHue mojsI0BOM CUCTEMBI 1
CaxapHnblil 1uabeT (BHE 3aBUCUMOCTH OT JICUCHUS ) 1
Manurauzanus (MCKIIo9ast qucruia3un) (cuet 2 6aia, eciu 0oJiee 4eM B 1

OJHOM MECTE)

OO0t baut

6.5

Ounenka kauyecrsa xku3nu (KiK)

Crangaprom s onenku KK y manmento ¢ CKB cunraercs onpocauk Short form
Medical Outcomes Study (MOS SF-36). Pycckas Bepcust SF-36 BanuanpoBana
MesxnannonanbHbIM nieHTpoM uccienoanus KK r.Cankr-IlerepOypra u Mocksbl. CyliiecTByer
IpyToi, OoJiee CrieMpUIESCKHI ONIPOCHUK, pa3pad0TaHHBIM HEMOCPEACTBEHHO st onleHKH KK
y 6ompHBIX CKB Lupus Quality of Life (LUPUSQOL). DTo equHCTBEHHBIIH OITPOCHHUK,
nepeBeIeHHBIN Ha pycckuit s3Ik ArencTBoM Corporate Translation Inc. mo Bcem mpasunam GCP.

Lupus-Qol mpencraBisetr coboit aHKeTy, BKIFOUYAIOITYI0 B ce0st 34 Bompoca, 00beAMHEH-
HBIX 110 2-8 BOIPOCOB B OT/IeNbHBIE KAkl OH orleHuBaeT: physical health (pusnueckoe 3mopo-
Bbe); emotional health (3monnonansHOE 370poBEe); body image - 06pa3 Tena (oIeHKa MalueH-
TOM CBOETO TeJla U BOCIIPUATHS €ro IpyruMu); pain (0osp); planning (mmaHupoBanue); fatigue
(ycranocts); intimate relationships (MHTHMHBIE OTHOIIEHUS); burden to others (3aBUCUMOCTH OT

JIPYTUX JIIOJIEH).

OnpocHUK 0 KavyecTBe *KU3HU NPH 3a001eBaHuu BoT4aHkou (LupusQoL)
Hama BU3UT DHO Bospacm Jiem

[IpuBeneHHBIN HIDKE ONIPOCHUK pa3padOTaH ¢ IEIbI0 ONpeAeTICHNs TOT0, Kak 3a0oieBaHNe CHCTEMHOH KpacHOH
Boiuankoii (CKB) Bo3zeiictByer Ha Bamry sxu3nb. [IpouTHTe KaXk10€ YTBEp)KACHHE U OTMETHTE OTBET, HandoJiee
TO4YHO oTpaxawomnii Banie camouyBcrBue. [Toxxanyiicta, mocrapaiiTech OTBeUaTh Ha BCE BOIIPOCHI KAK MOYKHO
IpaBIuBEe.

Kak yacTo Ha NpOTSIZKEeHUM MOCJIeHUX 4 Helellb

1. W3-3a3a0oneBaHus BOJYAHKON MHE HY>KHA TIOMOIIIb B BHITIOJTHEHUH []; MocrosaHO
TSOKETION (PU3UYECKOM PabOThI, HAPUMED, IPU BCKAIBIBAHUH OTOPO/JIa, ], Mourw Bcerna
MOKPACKe W/MJIH KOCMETUYECKOM PEMOHTE, IIepeCTaHOBKE MeOeH []s Mocrarouso gacto




s Wspenka
[ s Hukorna

W3-3a 3a601eBaHNs BOIIAHKOW MHE Hy’KHA IOMOIIB B BBITTIOJIHCHUH
YMEpPEHHO TsDKEI0H (pu3uuecKoil paboThI, HAIPUMED, MPHU TOJIB30BAHIH
MBUIECOCOM, TTIaXKKE, COBEPIICHUH MTOKYIIOK, YOOpKE BaHHOI KOMHATHI

[1; HocrosaHO

[, Moutu Bceraa

[]; MocraTo4Ho yacTo
[, Uspenka

[ ]s Hukorzaa

W3-3a 3a601eBaHNs BOITIAHKOW MHE Hy’KHA IOMOIIB B BBITTIOJTHCHUH
nerkoit ¢puznueckol paboThI, HAPUMED, IPH TOTOBKE/TIPUTOTOBJICHUN
MUY, OTKPBIBAHUN O0aHOK, BEITUPAHWH IBLIH, IPUYECHIBAHUN HIIH
COOJTIOIEHUN JINYHOM T'MTHEHBI

[]; MocrosiaHO

[, Moutu Bcerna

[]; HocraTo4Ho yacTo
[ 14 Uspenka

[]s Hukorna

W3-3a 3a601eBaHNs BOITIAHKON 51 HE MOTY BBITIOJIHATH IOBCETHEBHBIE
JieTia, HarpuMep, paboTaTh, yXaKUBATh 33 AETHMH, BBIIIOIHATh
00513aHHOCTH IO IOMY, HACTOJIBKO XOPOIIIO, KaK MHE OBI 3TOT0 XOTEJIOCh

[]; MocrosiaHo

[ ], Moutu Bceraa

[]; HocraTo4Ho yacTo
[, Uspenka

|:|5 Huxorna

W3-3a 3a0071¢BaHKs BOTYAaHKONW MHE TPYAHO NMNOAHUMATLCA 110 JICCTHULIC

[]; MocrosiaHO

], Mouru Bcerna

[]s MocrarouHo yacto
[, U3penka

[]s Hukorna

W3-3a 3a00neBaHNs BOTYAHKOM sl B KAKOW-TO CTETICHHU MOTEPSI(-a) CBOIO
CaMOCTOATENBHOCTD M 3aBHILY OT JPYIHX JIOJCH

] Mocrosuuo

], Mouru Bcerna

[]s HocrarouHo yacto
[, U3penka

|:|5 Huxorna

N3-3a 3a001eBaHus BOJIYAHKOMN 5 BCE [€JIal0 MEIJICHHEE

] Mocrosuuo

], Mouru Bcerna

[]s HocrarouHo gacto
[, U3penka

[]s Hukorna

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

] MocrosrHO

], Mouru Bcerna

[]s HocrarouHo gacto
[, U3penka

|:|5 Huxorna

W3-3a Goneil, BEI3BaHHBIX 3a00JI€BaHHEM BOJIYaHKOM, MHE HE yIaeTcs
BBITIOJIHSTH CBOY JIeNIa TaK, KAK MHE ObI 3TOT'0 XOTEJIOCh

] MocrosaHO

], Mourw Bcerna

[]; MocraTo4Ho gacTo
[, Uspenka

|:|5 Huxorna




