Acconuanus pesmarosioros Poccuun

®EJTEPAJIBHBIE KITMHUYE CKVUE PEKOMEH/JIAITUA I1O
TUATHOCTHUKE U JIEUEHMNIO CUICTEMHOM KPACHOU
BOJ/ITYAHKU



Or1aB/ieHHe

1. Metogonorus

2. Ormpenenenyve, NPUHLUIBI JUATHOCTHUKU

3. JleueHue CUCTEMHOM KPaCHOM BOTYaHKU

3.1. O61mMe peKOMeH/Ial[iH TI0 JIEUeHHUIO

4. JleueHre BOJTYAaHOUHOTO HedpuTa

5. JleueHue nopakeHUs! 1|eHTPa/IbHOM HEPBHOMN CHUCTEMBI

6. MOHUTOPUHT aKTUBHOCTH, KaueCTBa KU3HU U MOBPEXKJeHUN



1.

MeTtopoorus

MeTo/pbl, HCIIO/Ib30BAaHHBIE /I/Is1 COOPA/Ce/TeKIMHU A0KA3aTe/IbCTB: TIOUCK B 3/IEKTPOHHBIX
0a3ax /JaHHBIX.

OnucaHue MeTo/|0B, HCII0/Ib30BaHHBIX /i1 cOOpa/ce/IeKIH J0Ka3aTe/1bCTB:
JlOKa3arelbHOM 0a301i /11 peKOMeHjalvi sIB/IsieTCsT ITyOrHa MyO/IMKaL[|ii BOLIeIINX B
KoxpaHoBckyto 6ubmoreky, 6a3el sanabeix EMBASE u MEDLINE. I'ny6uHa movcka
cocras/sia 10 set.

METOABI, HCII0/Ib30BAdHHbIE /VIAl OL|éHKH KdueCTBad U I‘JIyﬁI/IHbI AO0Kd3aTe/JIbCTB:

e KOHCeHCyC 3KCIepToB
¢ OreHKa 3HAYMMOCTH B COOTBETCTBUM C PEUTHHOTOBOM CX€MOM

PeiiTuHOrOBas cxema /ijisi OI[eHKH CHIbI peKOMeH/jalui

Cusia | onucaHue

A [To MeHbILIeH Mepe, OAIMH MeTaaHaIu3, CUCTeMaTHueCcKuit 063op, i PKY HanpsiMyto
TIPUMEHEHHbIE K 11eJ1eBOU MOMY/SLWY U JeMOHCTPUPYIOLLMH YCTOMUMBOCTh Pe3y/IbTaToB

B I'pynina goka3aTenbCTB, BK/IHQUAIOLMX pe3y/bTaThl UCC/Ie0BaHUM, HAMPSIMYO
TIPUMEeHHUMBIE K 11e/IeBOH MOMy/ISIIUN U IeMOHCTPUPYIOIINX OOIYH0 YCTOMUHUBOCTD
pe3y/IbTaToB

C XopoL1o NpoBeJjeHHbIe UCC/Ie0BaHUS C/Tyual-KOHTPOJIb UM KOTOPTHBIE UCC/Ie0BaHUS
CO Cpe/iHel BepPOsITHOCTBHI0 MPUYMHHOM B3aUMOCBSI3U

D HeboibITie MIOTHBIE UCC/IE[JOBAHUS, OTMIMCAHUE CTyYaeB, MHEHUE SKCIIEPTOB

OmnucaHue MeTo/ia Ba/IMAM3aLUH PeKOMeHAauH

Hacrosiiiie peKoMeHZAlMY B MIpeIBaPUTEILHOM BeEPCUH ObUTH pelieH3UPOBaHbI
HEe3aBUCHMBIMM SKCIIePTaMU I10 JOCTYIHOCTH [i/1sl IOHMMaHUsI Bpadyell peBMaroJ/ioroB,
Bpauel MepBUYHOrO 3BeHa U yYaCTKOBBIX TepareBTOB, OLIEHKU UX Ba’KHOCTH 11
TOBCeJHEBHOM TTPAKTHKU.

KomMmeHTapuu, Mo/iydeHHbIe OT 3KCIIePTOB CUCTEMAaTH3UPOBAIMCh U 00CYK/1aIiCh
ripeZicefiaTesieM U ujieHaMH paboyeid TPyTIITbl, PerMCTPUPOBAICh U3MEeHeHHs KaKJ0r0
MyHKTa pekoMeH a1, [TpeaBapuTebHbIe peKOMEHAIUK ObUTH TIPe/ICTaB/IeHbI /151
nuckyccur Ha Kondepeniuu @'Y HUMP PAMH, Ha coBelllanuu JkcrieptHoro CoBeTa
Accoranyy peBMarosioroB Poccuu v BbICTaB/IE€HbI 115 IIMPOKOTO 00CYKeHUs Ha caiiTe
OI'bY HMP PAMH u APP.

Pabouas rpynmna

[I51s1 OKOHUaTe/IbHOM peJJaKIK U KOHTPOJISI KaueCTBa PeKOMEH/Ial[iK ObUTH TIOBTOPHO
TIPOAHaTM3UPOBAHBI UlieHaMH paboueid IPyIIbl, KOTOPbIe MPUIIUIN K 3aK/TFOUeHUH, UTO
BCe 3aMeuaHusl U KOMMEHTApUU KCIIEPTOB MPHUHATHI BO BHUMaHWeE, PUCK

CHUCTEeMaTUYeCKUX OLINOOK CBe/leH K MUHUMYMY.

OcHOBHBbIE peKOMeHJaluu




Cuna pekomeHgaiui (A-D) NpuBOASITCS TIPU U3/I0)KEHUU TeKCTa peKoMeH/Jal[|H.
2. OnpepesneHue, NPUHLUIBI JUATHOCTUKH

CucremHas KpacHas Bordanka (CKB) — crucreMHoe ayToMMMyHHOe 3a00/ieBaHHe
HEeM3BeCTHOM 3THOJIOTHH, XapaKTepu3ytollleecs TUTeprpoAyKLUeil opraHocrnelyduueCKUx
ayTOAHTHUTEJI K Pa3/TMYHbIM KOMIIOHEHTaM KJIETOUHOTIO si/ipa C pa3BUTHEM
MIMMYHOBOCIIa/TUTE/IbHOTO MTOBPEXAEeHUs] TKaHel ¥ BHYTPEHHUX OPraHoB.

Kop o MKB-10 M.32 CucremHas KpacHasi BO/TYaHKa

INUAeMHO0/I0THSA

3aboneBaemocts CKB kosebnetcs ot 4 o 250 ciayuaeB Ha 100000 HaceneHus. TTuk
3abosieBaeMOCTH MpUX0AUTCs Ha 15-25 jietT. JKeHImHbI cTpagaroT B 8-10 pa3 yarrie My>K4uH.
CwmeprHocTe 1ipu CKB B 3 pasa Bblille, yeM B ITOMYJISALMH.

IIpodunakTuka
OTHUO/IOT S HeU3BECTHA, MPO(UIAKTHKA He TPOBOJUTCS.

CKpMHMHIT
He nposogurcs.

JlmarsHocruka

lnarHo3 cucTeMHOM KPaCHOM BOJTYaHKU ZI0/DKeH ObITh 000CHOBaH Ha/TMUKeM
K/TMHAYe CKUX TIPOSIBJIEHWI U JaHHBIMU J1TaO0paTOPHBIX UCCIeN0BaHUM. [1/1s1 TIOATBEPKAeHUS
nuarHo3a tpebyercs He MeHee 4 u3 11 kputepueB ACR, 1997 r. B ciiyuae BK/IFOUeHHMs MaljieHTa
B K/IMHUYECKOe UCC/IeJOBaHUe PEKOMEeHAYeTCsl MCI0/Ib30BaTh AUAarHOCTUYeCKUe KPUTEPUU
SLICC, 2012, cornacHO KOTOpPbIM Jyisi ycTaHOB/IeHus1 iuarHo3a CKB gomkHo O6bITh 4 KpuTepus,
OZIVH U3 KOTOPBIX I0JDKEeH ObITh UMMYHOJIOTHUecKui ( mroboit u3: a-JHK, AH®, Sm, a-KL, C3,
C4).

Juarnoctuueckue kpurepun CKB (ACR, 1997)

1. Cpbinib Ha cKy/nax: (UKCUPOBaHHAsi pUTeMa, C TeH/eHLMel K PacripoCTpaHeHUIo Ha
HOCOTYOHYHO 30HY.
-II 2, JIuCKoU/HAs ChIlb: IPUTEMATO3HbIe TIPUTIOAHUMAFOIIAECS OJISIIKY C TIPUIHITAIOIMMUA
KO)KHBIMH YellTyiiKaMHy ¥ (QOJ/UTUKY/ISIPHBIMH TTPOOKaMH, Ha CTapbIX O4Yarax BO3MOXKHbI
arpodryeckue pyoLibI.
-1l 3. ®oToceHCHOUIM3ALS: KOXKHAsSK ChITTb, BOSHUKAIOIIAs B PE3y/IbTaTe Peakijiy Ha

COJ/THEYHEBIN CBeT.



-1l 4, $I3BbI B POTOBO# MOJIOCTH: M3bA3BJIEHUS MOJIOCTH PTa UK HOCOITIOTKU, OOBIYHO
6e3060/1e3HEHHBIE.

- 5. APTPUT: HEIPO3UBHBIM apTPUT, TIOPAXKAOLLUI 2 WK Gosee epudepruyecKux CyCTaga,
TIPOSIB/ISIOLINICS 00/1e3HEHHOCTBIO, OTEKOM U BBITIOTOM.

- 6. Cepo3ur:

-1 myieBpuT (T1eBpasIbHBIE GOJIM W/WIIH IIyM TPEHUS TUIEBPbI, W/WIH TI/IeBPa/IbHbIN BBITIOT),
- mepukapaMT (LIlyM TpeHus MepyuKap/a rpy ayCKy/IbTalMy WU TIPU3HaKy TepUKapauTa
TIpY 3X0KapAuorpadun).

-1l 7. Tlopa)keHue TOUeK:

-1 mepcucTupyrolas nporenHypus He Mexee 0,5 r/cyTKu

- W/unu LMIUHAPYpUs (3PUTPOLIMTApHAst, 3ePHUCTAst UJIA CMeLlaHHas).

-1 8. ITopaxkenwne ITHC:

-1 cynopory,

-1 ncuxo3 (B orcytcreue npreMa JIC wiv MeTaboMUeCKUX HapyLIeHu).

-1 9, T'emMaTo/I0rMUeCcK1e HapyIIeHHs:

-l remMonUTHUECKAst aHEMHUSI C PETUKYJIOLIUTO30M,

-1 nefikonenus < 4,0 x10 9 /n (3apervicTpripoBaHHast 2 1 Gojiee pasa),

- rpom6GouTonenust < 100 x10 9 /1 (Tpu OTCYTCTBUM MPUEMa JIeKapCTBEHHbIX
TriperaparoB).

-1 10. IMMyHOJIOTHUeCKHe HapyIIeHHUs:

a-JHK,

a-SM,

-1 1.

-2,

- 3. anTHTena K pochonunuam,

- 4. monoXXUTEIbHEBIN TECT Ha BOJTYAHOYHbINM aHTHKOATyJISHT,

- 5. cToliKas TOKHO- MOJI0KUTe/IbHas peakius BaccepmaHa (He MeHee 6 MecsILeB) Py
71abopaToOpHO TOATBEP>KIEHHOM OTCYTCTBUU CHumca.

-4 11. MMosbiuenure TuTpoB AH® (Mpy OTCYTCTBUM JIEKAPCTB, BbI3bIBAIOLIUX

BOJTYaHOUYHOTIOZIOOHBIN CHHZPOM).

WUTOI'O: |__|__| u3 11 xpuTepueB



Juarnoctuueckue kpurepun CKB (SLICC,2012r.)

K/IIMHNYECKWE KPUTEPUMN:

1 | Octpoe, akTHBHOE MOpaXKEHHE KOXKH:

a

ChITIb Ha CKy/IaX (He YUMTHIBAIOTCS AUCKOUAHbIE BHICHITIAHM)

BynnesHele BeIChIIaHUSA

Tokcruecknit sruiepMasTbHbIA HeKpo3 Kak BapuanT CKB

Makynornaryse3Hasi ChIllb

O OO o

DoToCceHCHOMM3aLKs: KOXKHAs! ChITlb, BO3HUKAIOIIAs B pe3y/IbTaTe peakiiy Ha

COJIHEYHBIN CBET

(W]

W nogiocTpast KoykHast BoyaHka (HerH/lypUpOBaHHble TICOpHa3ohopMHbIe W/UIN

KPYTOBble TIOJIMLMK/IMYeCKHe TIOBPeXKeH s, KOTOpbie MpoxoAsT 6e3 06pa3oBaHUs

py6I110B, HO C BO3MOXKHOM MOCTBOCHA/IMTE/ILHOMN JIEMUTMEHTALIMeH WU TeIeaHTMOIKTa3UsIMH)

2 Xponnqecxaﬂ KO)XHafA BO/TYdHKAa:

a

Knaccuyeckas guckoyuHas Chlllb

d Jlokanu3oBaHHas (BBILLIE II1eH)

Q

Tenepam3oBaHHast (BBIIIE U HIKe I1eU)

Tuneprpoguueckrie (60pofaBUaThie) TIOPAXKEHHST KOXKU

[TaHHUKYIUT

[TopakeHue CIU3UCTBIX

OTeuHkble SpUTEMATO3HbIE OJIAILIKY Ha TYy/1I0BULLE

Kal'[l/If[J'all/ITbI (KpaCHaH BO/TYaHKa O6MOp0)KEHI/IH, l'aTurHCoOHa, TPOSB/IAIOLIAACA MOPaXKeHHeM

KOHYMKOB I1a/IbLI€B, YIIHBIX DAKOBHH, IIATOYHBIX K HKPOHOXXHBIX O6HaCTEﬁ)

O 00000

JlrickonsiHast KpacHast BOTYaHKa 110 TMITy KPacHOTO TIOCKOTO JIMIast WK overlap

3 SI3BBI CIM3UCTRIX: (B omcymemeuu caedyowjux npuuuH, makux Kax: eackyaum, 6one3ub Bexuema | uHpexkyus

8UpYCOM 2epnecd, eocnaaumesbHble 3a601e8aHUS KULLIEYHUKA, peaKmueHblli apmpum, u ynompebieHue KUcabix
nuujesblx NPOOYKMos)

a PoOTOBO 110/I0CTH
a Heba
d IeK
a 3bIKa
a Hocosoii monoctu
4 Hepy6uoBas asonerus: (Irddy3Hoe HCTOHUEHVE BOTIOC WM TOBBIIIEHHAs! XPYIIKOCTb BOJIOC C BUJUMBIMU

00/10MaHHBIMH YUaCTKaMH)
(B omcymcmauu cnedyrowjux npuyuH, makux Kak: ouazoedas aaoneyusl, 1eKkapcmeeHHas, ecredocmeuu depuyuma
Jtcenes3a, U aHOpo2eHHas )

5 Aptpur:
a CHHOBHT € yuacTyeM 2 Uy Oomee CycTaBoB, XapaKTepU3ylollieecsl 0TeKOM WY BbIIIOTOM
a Vnu BonesHeHHOCTH 2 Wy 00jiee CyCTaBOB M YTPEHHSIsI CKOBAHHOCTD T10 KpaiiHeli Mepe 30 MUHYT
6 Cepo3sur:
a TUNUYHBIN TUIEBPUT B TeueHUU Gosiee ueM 1 aHsA
d Vinu T1neBpanbHbIN BHITIOT
a Vnv urym TpeHUs 1/1eBpEI
a TunuyHasi iepuKapranbHas 60/b (60/b B MOMTOXKEHUH JIEXKa, KYMUPYIOIASCS MPH MOJ0KEHHUH CUAS C

HAK/IOHOM BIIepei) B TeueHUH Oosiee ueM 1 fHs

Wnu TlepykapavanbHbii BBITOT

W miym TpeHusi epukapza

0|00

Vnu snexrpokapauorpaduueckrie MpU3HaKy NeprKapAuTa (B omcymcemeuu caedyrowjux npuyuH,
makux Kak: uHgexyus, ypemusi, u nepukapoum /[peccnepa)




ITopakeHue nmouek:

a CooTHoIlIIeHHe YPOBHS Oe/I0K/KpeaTuHWH (MK CyTOYHasi TPOTeHypusi) B Moue, 6osee 500 mr Geska 3a 24
yaca

a Vnu sputpouuThl B Moue 5 uiu 0osiee WM LWIMHZPEI B Move 5 vu 6osee

8 Heiiponcuxuueckne nmopakeHHs:
a OnUIenTUYeCKUM MPUCTYTI
O | IMcuxos
a MoHo/ToNMHEBPUT (8 omcymcemeuu Opyaux npuyuH, maxkux KaK nepeuyHbll 8acKyaum)
a Muesur
a [TaTonorust YeprHO-MO3rOBLIX HEPBOB/TIeprdepruecKas HelpomnaTys (6 omcymcmeuu Opyeux NpuyuH,
Makux Kak: nepeuuHblli 8acKynum, uHgekyuu u caxapHoeo ouabema)
a OcTpoe HapylleHHe CO3HaHUs (8 omcymcmaue opy2ux npuyuH, 8 Mom uucae mokcu4eckux /
MemabonuuecKux, ypemuu, 1eKapCmeeHHbIX)
9 I'emosmmTHYECKasa aHeMUSA:
10 | Q JTefikonenus (<4,0 x10 ° /1 1o Kpaiineii Mepe oauH pas) (6 omcymcmeuu Opy2ux NPUYUH, MAKUX KAK:
cuHopom Denmu, nekapcmeeHHble U NOPManbHOL sunepmeH3uLl)
a Wu JTumdonenus (<1,0 x10 ° /1 no KpaiiHeii mepe ofuH pas (8 omcymcmeuu Opy2ux NpuUUH, Makux Kax:
Kopmukocmepouobl, iekapcmed, U uHgexkyus)
11 Tpom6Gonuronenus (<100 x10 ° /n mo kpaiiHeit Mepe oguH pa3) (8 omcymcmeuu Opy2ux NPUUUH, MAKUX KAK:

/lekapcmed, nopmasbHas 2unepmer3ust, U mpombomuyeckas mpomboyumoneHuueckass nypnypa)

NMMMYHOJIOIT'MYECKUE KPUTEPUN:

1

ANA BbIllIe yPOBHS Mania3oHa pegepeHc-iaboparopyun

Anti-dsDNA BbIille YpOBHS Juarna3oHa pedepeHc-1abopaTopyd (WK >2-X KPaTHOTO yBeTHUeHHs] MeTOOM
ELISA)

Anti-Sm Hanuuue aHTUTeN K S7,ePHOMY aHTHIeHy Sm

AnTHndochonMnuHpie aHTUTEIIA MONOKUTENbHbIE ONpe/ieieHHbIe TIO0bIM M3 CJIEAVIOLIUX CIOCO00B:

a ITonoyxurenpHBIN BOTYAaHOYHBIA aHTHUKOAT Y/ISTHT

(| JIOXKHO TIOJIOXKUTE/bHAsT peakLus Baccepmana

a CpeHui WM BBICOKUM TUTP aHTUTeN K KapAuoaunuHy ypoBHs (IgA, IgG, um IgM)

a [MonoxwuTenpHBIN pe3ynbTaT Tecta Ha aHTH-B2-rmykonporenH I (IgA, IgG,um 1gM)

Hu3Kuii Kom/1eMeHT

Huskuii C3

Huskuii C4

Hwuszkuit CH50

IMonoxurenbHasn p-uusa KyMGCEl IpH OTCYTCTBUHU reMOJINTUUECKON aHeMUU

O KiuHuueckue KpUTepuu

O VmMMyHONOruueckue KpUutepuu

3. JleyeHue CHCTeMHOM KPacCHOM BO/TYAHKH

OO01ue peKoMeH/ Al

3.1




OcHoBHas Lenb Gapmakorepanuu CKB — goctikeHre peMUccuu (MU HA3KOM aKTUBHOCTH)
3aboneBaHust (ypoBeHb ZioKa3aresibHOCTH C), a TaK)Ke CHIKeHHe PUCKa KOMOPOUIHBIX
3abosieBaHMi (ypoBeHb AoKa3zarenbHocTH C). OrieHka 3¢ dekra Tepariy o/mKHAa 0CHOBLIBATHCS
Ha ctadaaptuzoBaHHbiX UHAeKCax: BILAG,SELENA-SLEDAI,SLEDAI2K, SRI, SFI
BKJTIOUAIOIINX KIIMHUKO-/1a00paTOpHbIe TTPU3HAKK TTOPa’KeHUsI BHYTPEHHUX OPTaHOB U CUCTEM,
TaK)Xe WH/IEKC 17100aIbHOM OIIeHKU COCTosIHUS mateHTa —PGA. Jleuenue naruentoB ¢ CKB
JIOJDKHO TIPOBOAUTBLCSI BpauaMU-peBMAaToioraMu (B BU/ie UCK/TFOUeHUst Bpay 0011[el MpaKTUKW, HO
MIpU KOHCY/IbTaTUBHOM MO//iepP’KKe Bpaua-peBMaTosiora) ¢ rpuBjieyeHue CrieLuaaiucToB APYTruxX
MeJULIMHCKUX CreliianbHOoCTel (Hedposory, 1epMaTosior, reMaro/ory, KapAUoiIoTHy,
HEeBPOIIaTO/IOT Y, TICUXUATPHI U JIp.) ¥ OCHOBBIBATHCSI HA TECHOM B3aMMOZeHCTBMY Bpaya U
naiueHTa (ypoBeHb Jloka3aresbHoCTH C).

3.2

CnenyeT peKOMeHZIOBaTh TMarjrieHTam u3berarb (akTopoB, KOTOPbIe MOTYT ITPOBOLIMPOBATh
obocTpenue 6ose3HU (MHTEPKYPPEHTHbIE MH(EKIUH, CTPeCC, UHCOJISILIVS, HEMOTUBUPOBAHHBIN
rpyeM MeZIMKaMeHTOB U /Ip.), OTKa3aTbCsl OT KypeHHsl, CTPEMHUTCS K MoJJep>KaHUI0 HOPMa/IbHOU
Macchl Tena (ypoBeHb jjoka3aresibHOCTU C). Y 60sbHBIXx CKB TOBBIILIEH PUCK Pa3BUTHS
WHTEPKYPPEHTHBIX UH(EKIHiA, aTepOCK/Iepo3a, apTepruaibHOU rMIepTeH3uy, quabeTa,
3/I0KaueCTBEHHBIX 3a00/1eBaHMI, UTO B 3HAUMTETLHOW CTeTIeH! YBeJIMUMBaeT JIeTaTbHOCTb.
[TarMeHThI C MOBBILIIEHHBIM PUCKOM TIOZJIeXKaT Hab/ro[ieH! 0 U 00C/1eI0BaHHUI0 COBMECTHO C
NpodUILHBIMU CIeLUa/IMCTaMHU.

3.3

OcHoBHoe mecTo B jiedeHUH CKB 3aHumaroT rmokokoptukou sl (I'K), qutocratuku u
aMMHOXHWHOJIMHOBBIE TIpenaparsl (YpOBeHb [i0Ka3arenbHOCTH A). AMUHOXUHOTMHOBLIE
Triperaparhbl PX OTCYTCTBUM TIPOTHBOMOKA3aHUM [IO/DKHBI Ha3HAYaThCsl BCeM 0e3 MCKITIoUeHUst
6omeHbIM CKB, ytiTe/ibHBIN IPHeM aMUHOXWHOTMHOBBIX MperiapaTtoB 00ecreunBaeT
NpO(UIAKTUKY 000CTPeHUH, CHI)KeHHe aKTUBHOCTU Y PUCK Pa3BUTHSI KapMOBACKY/ISIPHBIX
OC/IOKHEeHUH (YPOBeHb [i0Ka3aTeJIbHOCTU A).

3.4
s neuenust CKB ¢ HEBBICOKOM CTeTeHbI0 aKTUBHOCTU U 63 TIopaykeHUsT )KU3HEeHHO-BaXKHbBIX
OPraHOB /JIO/DKHBI OBITh MCTI0/Ib30BaHbl HU3KKeE A03bl 'K M\W/IM aMMHOXWHOMHOBBIE TIperiaparhl.
HITBII ncnosnb3yroTcst B TeueHHe KOPOTKOTO BpPEMEHH M TOJIBKO Y MaliUeHTOB C HU3KOM CTereHbIo
BEPOSITHOCTU pa3BUTHST TT0O0UHBIX 3¢ dekToB. [Tpu HemocTaTtouHo 3 derTrBHOCTH ['K Mmn ¢
1[e/TbI0 YMeHbIIIeHHs 103kl BO3MOKHO Ha3HaueHHe [[UTOCTaTUKOB (a3aTUOIPUH, ModeTuia
MUKO(eHO/IaT UM MeToTpeKcar), (ypoBeHb JloKa3aTebHOCTH A). PekoMeHiyeMasi exke/[HeBHast

no3a 'K He go/mkHa npeBbiiars 20-25 Mr, nyiakBeHW/ Ha3HauaeTcs B 1o3e 200-400 mr B jeHb



(ypoBenb foka3zaresnbHOCTH A). [Tynbc-Tepanus (MHGy3un 6- MeTuneaHrn3o0m0Ha 3 gHs 1o 500-
1000 mr) Ha3HauaeTCs B C/lydasix TOPIUHOTO TeueHus (ypoBeHb JloKa3arenbHocTH C). Hapsigy ¢
OCHOBHBIMH TIperiapaTaMu IpU MoKa3aHUsX MOTYT ObITh MCII0/Ib30BaHbI aHTUOMOTHKHY,
TipernapaTbl KPOBH, POTUBOBUPYCHbIE U TIPOTUBOTPUOKOBBIE TIperapaThl, aHTH-KOAT YJISHTHI,
Jle3arperaHTbl, MOUETOHHbIE U TMITIOTeH3UBHbIe pernaparsl, cTaTuHbl. 11pu nopaxenuu LIHC
MOTYT Ha3Ha4aTbCsl CelaTUBHbIe, IPOTUBOCYL0POKHbIE Y TICUXOTPOITHBIE Nperaparsl.
3.5

Y 60nbpHbIX CKB € BBICOKOI MIMMYHOJIOTHYECKOM Y KITMHUYeCKOW aKTUBHOCTBIO (BBICOKUI
ypoBenb aHTH —[IHK, cHmkenune C3 u C4 komrioHeHTOB KoMrieMeHTa, SLEDAT 6-10 6aios),
0e3 K/IMHUUeCKUX TIPU3HAKOB aKTUBHOTO BOIYaHOYHOTO Hedputa u mopaxenust LIHC
pekoMeH1yeTcst ipuMeHeHre aHTU-BLyS tepanuu (bermiMymab) o 10 Mr\Kr exkemecsiuHO
(pexomengamu FDA, 2011 1. ypoBeHb foKa3atenbHOCTH A). Bertumymab HazHayaeTcst 60/IbHBIM
CKB c nipeumyIiieCTBeHHBIM TIOPayKEHUEM KOXKH, CJTU3UCTBIX 000/10U€K, CYCTAaBOB, HEAKTUBHBIM
BOJTYaHOYHBIM He()pUTOM (MIPOTEMHYPUS < 2T), C He KPUTUUECKUM YPOBEHeM aHeMUH,
TPOMOOLIMTOTIEHUH, JIeWKOTIeHUH, C YaCThIM pa3BUTHEeM 000CTPeHUM U C 3aBUCUMOCTBIO OT
rpyieMa CpeJHUX 1 BbICOKUX 7103 ['K, BbICOKMM DUCKOM pa3BUTHSI OC/IOKHEHUM Teparnuu
(moBpexxzieHus: opraHoB), uHGekuil. [TepBble 3 nHQY3uK 1o 10 Mr\Kr Beca Ha3HauarOTCs B
cratoHape (0-14-28 neHb) U fasiee B aMOy/IaTOPHBIX YC/IOBUSIX €)KEMECSUHO B TeUeHHe He
MeHee 6 MecsIL|eB.
3.6

[MTopaskeHHe )XKM3HEHHO-BaXXKHbIX opraHoB 1pu CKB Mo)keT nMpuBecTy K HeoOpaTuMoi yTpare
byHKLUMM U\UK fleTanbHOMY Mcxony. Harpumep, ripu HedpuTe, K pa3BUTUIO TePMUHA/IbHOU
MOYEYHOU HeZI0CTaTOYHOCTH, MPY TIOPayKeHWH cep/Lia K TSKeol cepJieuHOU HeZ0CTaTOYHOCTH,
yrpo3a >KU3HU Hepeako HabmomaeTcst mpu nopakennu LTHC, pa3BuTHUM anbBeonuTa, aHeMUU U
TpoMboruTorneHnu. B ciyuasx nporpeccupytoiiero TeueHrss CKB, ¢ BBICOKOM aKTUBHOCTBIO U
TSDKe/IbIMU NTOpakeHWsIMU BHYTpeHHMX opraHoB 'K Ha3HauaroTcs B BbICOKUX (ITOJaBIISIOLLIMX )
Jo03ax. O6BIYHO MPUMEHsIeTCs MPeJHU30/I0H BHYTPb B fio3ax 40-60 mr (vmm 0.5-1.0 Mr\kr Beca)
(ypoBeHb foka3zarenbHOCTU A). [Ipy KpUTUUECKUX CUTYaLUsSIX WU He3h(heKTUBHOCTH
Ha3HaueHus NpeJHU30/I0Ha BHYTPb MPUMEHSIFOTCSI MHPY3UU 6-MeTUIIpeaHU30/10Ha (TTy/IbC-
Tepanus 3 gHs nogpsz no 15-20 mr\kr) (ypoBeHb fgokasarenbHOCTH C). 'K ropMoHbI B Tepanuu
CKB 3anuMaroT oco6oe MeCTo U UX Ha3HaueHUe SIB/IsIeTCsi 00si3aTe/IbHbIM TIPU CpeiHel U
BbiCOKOM akTUBHOCTH CKB. [I1UTe/IbHOCT Teparnuu NpakTUUeCKyd He OrpaHuYeHa U MOXKeT
MPOJ0/DKAThCS B TeUeHWe MHOTUX JieT. [Ipu oCTKeHUM ymyudllleHusi, CHU)KeHHs] akTUBHOCTH
6ose3nu - no3a 'K MoxkeT ObITH Me/IJIeHHO yMeHbliieHa (00bIYHO 1o 1 Mr B 7-10 gHei) 10

HO,E[,E[GP)KHBBI—OH.[GI‘/JI, KOTODpasdA BapbUPYET B 3dBUCHMMOCTH OT TEUEHUA 60]'[@3HI/I, Mopa’>xeHus Toro



WM UHOTO OpTraHa WM CHCTeMbI, pUCKa pa3-BUTUsI 000CTpeHwsI, KOMOPOUIHBIX 3a00/1eBaHUM U
ocnoxkHeHuit. [Tpenaparom Bbibopa Ayisi cucTeMHo#M un uHpy3roHHoM Tepanun ['K sBnsieTcs 6-
MeTumpeiHn30/10H. [1pu AnurensHoM ripueMe 'K y 601bHBIX HEOOX0MMO KOHTPOTMPOBATh U
TIPOBOAUTH TPOPUIAKTUKY OCTEO0TI0p03a, CaXapHOTo AuabeTa, aTepoCKepo3a,
UMD EeMIY, apTepruaabHOM runepTeH3ud, nopaxxenus JKKT, KaTapakTsl, I71ayKOMBI.
Panzomu3rpoBaHHbIX uccienoBannii addektuBHocTy 'K ipu CKB He nipoBouiock (YypoBeHb
JokazarenbHOCTH C).
3.7
LuTocTaTtuky (LMTOCTaTUYECKHe UMMYHO/IeTIPeCCaHThl) Ha3HauaroTcs 6onbHbIM CKB npu
NIPOrpeCcCHpyOLeM TeYeHUH, BBICOKOU aKTUBHOCTH, CONPOBOXKJAOLIMMUCS TOPayKEHUEM >KH3-
HEHHO-Ba)KHbIX OPraHOB U cUcTeM. [I1s1 MUHAYKIIMOHHOM Teparuy UCI0/b3yeTcs LMKI0(pochaH
(1) nnu modetuna mukoderonar (MM®). 11d Ha3zHauaeTCst P Pa3BUTUM BOJTUaHOUHOTO
HedpuTa no 1000 Mr BHyTPHUBEHHO e)KeMeCsTYHO B TeueHHe 6 MecsitieB Wau o 500 Mr Kaxk/ple 2
Hezienu, 10 6 uHdy3uil. MM® Ha3zHauaeTcsi B fio3e 2-3 T B [leHb B TeueHUe 6 mecsiieB. LID u
MM® npumeHsitoTCSi B KOMOMHALIMY C My/IbC-Teparnueil 6-MeTUIpeHU30/I0HOM U
nocsieayroiM HazHaueHueM 'K BHyTpb B 103e 0.5-1.0 Mr\Kr (ypoBeHb J0Ka3aTesbHOCTH A).
MHayKiyoHHas Teparus NpoBOAUTCS B TeueHHe 3-6 mecswes. [Ipu JO0CTUXKeHUH KJIIMHUKO-
naboparopHoro 3¢ dekra UTOCTAaTUKK UCIIO/Ib3YIOTCS B KaUeCTBe TOA/iep)KUBatoLLell Teparuu:
MM® B fo3ax 1-2 T B [ieHb WU a3aTUOIPUH 2 MI\KT B [leHb B TeueHUe 6 MecsiiieB. (YpOBeHb
JloKa3aresibHOCTH A). B OT/IeNIbHBIX C/lyuasix MOKeT ObITh MCTIONMb30BaH LIUKJIOCIIOPHH.
LIuTOCTaTHUKY SIB/ISIOTCS Ba>KHEUIITUM KOMITOHeHTOM JieueHust CKB, 0co6eHHO MpH yrpoyKaroiem
TeYeHUHU C ropaxeHueM rnouvek, ITHC, renepanri3oBaHHOM BacKy/nure, anbBeonure. HasHaueHue
LUTOCTaTUKOB KaK B UH/YKL[MOHHOM (pase, TaK MpH MO/ep>KUBat0-11{el Tepanuu JO/HKHO
HaxOJUTCS MO/, MOCTOSTHHBIM KOHTposieM. [Ipy Ha3HaueHMM 3TUX IpernapaTroB BBICOK PUCK
pa3BUTHS OaKTepUATbHBIX U BUPYCHBIX MH(MEKIIH, TOKCUYEeCKOTO TeraTruTa, yTHeTeHUs
KOCTHOMO3I'0BOI'O KPOBETBOPEHUSI.
4. Jleyenue BotuaHouHoro Hepura (BH)
Onpegenenue
B HacToAlMX pekoMeHauuax BH ornpezesnserca coorBeTcTBeHHO Kputepusm ACR:
® [epcucTUpyrouias rporerHypus > 0,5 r\neHs,
® U\WIM : 5 3pUTPOLUTOB, 5 JIEMKOLIUTOB WX LIWIMHAPOB NPY OTCYTCTBUU
MH(beKLMY MOUeBbIX TyTel
® JIOTIOJIHUTENIbHO: JJaHHbIe He()poOUOIICHUH C TTOTBEPIKAeHUEM

NMMYHHOKOMITJIEKCHOT'O HE‘Cpr/ITa



buorncys nouku, mpy OTCYyTCTBUM MPOTUBOMNOKA3aHUI [J0/DKHA IPOBOZAWTHCS Y BCEX Mal[UeHTOB
CKB c aktiBHBIM HeppuTOM. Pe3ynbTaThl OHMOTICHY AO/DKHBI OLIEHUBATHCS 110 K/IaCCU(PHUKALAM

ISN\RPS, (ypoBeHb [j0Ka3aTeibHOCTU A).

Krnaccudukaiusi BomyaHouHOro Hepputa MexkayHapoAHOM accoljualiiy He)poyioroB U
HedponatonoroB ISN\RPS ,2003 r

Knacc I MuHyMasbHbIe U3MEHeHUs Me3aHruyma
Knacc 1T Me3aHruaasHO-nipoudeparriBHbii BH
Knacc III OuaroBsiii BH (< 50% nopaxeHHbIX KTyOOYKOB)

IIT A — akTUBHBIE TIOpayKeHUst
IIT A\C - aKTHBHBIe U XPOHHUUYECKUE NOpakeHUs
[IT C — XpoHHUeCcKyre MopakeHust
Knacc IV Iuddysueiii BH (> 50% nopa)keHHbIX KITyOOUKOB)
HMuddy3Ho-cermentapubiii (IV-S) wiu mobanshbii (IV-G)
IVA - akTVBHBI€ [TIOpPa’KeHUs
IV A\C - akTHBHBIE U XPOHUUECKUE
IV C — xpoHuueckue

Kmacc V Membpano3Hbiii BH (ogHOBpeMeHHO MOTYT OBITh U3MeHEeHHS
III v IV knaccos.

Knacc VI Hedpocknepo3 6e3 npr3HAKOB aKTUBHOCTU

4.1

Jleyuenvie BH 10/DKHO TPOBOJUTCS B COOTBETCTBUM C K/1aCCH(UKALMOHHBIM TUIIOM HedpuTa.
[Tpu BeIsiBnenuu I wnu 11 knacca Ha3HaueHWe NoAABIAOLEeN UMMYHOCYTIpeccuBHOU U 'K
Teparnuu He MPoBOAUTCA (YpoBeHb JloKaszaTesnibHOCTH C). B cyuasix BbisIB/IeHUS] IPOTEMHYPUU >
0,5 r\24 yac. u sputpoLuTypun Tpedyercsi HazHaueHue 'K u a3aruonpuHa. [1pu Hamuvu 111
knacca BH (cyb6sHpoTenmanbHbie 1eT03UThHI U TipovdepaTriBHbIe n3MeHeHus < 50% Ki1yOOUKoB)
TpebyeTcs arpeccuBHast Teparnusi I'K u ummyHogenpeccantamu. Knace V (cybanuTenanbHble
JIETIO3UTHI U YTOJIIeHHe MeMOpaH KarmIIsIpoB KyOoukoB) nipy couetanuu ¢ III\[V knaccom,
TpebyroT Tepanuu Kak III u IV knacc. «Huctoiii V MemOpaHo3HbIN Knacc BH» paccMatpuBaetcst
nHaue, ueM Kiacc VI. Kmacc VI, cknepo3 6osee 90% Kiry60UkoB, TpeOyeT MoAroTOBKH K
riepecajike MOYKH, a He IMMYHOCYTIpeCCUBHOM Tepanuu. KnaccudukalvioHHble pa3fenbl «A» 1
«C» yKa3bIBalOT Ha CTelleHb XPOHM3al[Mi U aKTUBHOCTH, TIpU TIpeobiajlaHiy XpOHU3al[|uu
TUCTOMNAaTo/I0TUYeCKUX U3MeHeHH He3HaurTelbHa BepOSATHOCTh OTBETa Ha UMMYHOCYTIPECCHIO.
4.2
[1pu BBIsIB/IEHWH aKTUBHOTO BOJTYaHOYHOTO He)puTa, TOMUMO OCHOBHO# Teparnuu ['K u
LIATOCTaTUKaMHU, [J0/DKHA Ha3HauaTbCsl JOTI0/IHUTe IbHAs Teparivs:

¢ AMHUXWHOJMHOBBIE Mpernaparhl (T/IakBeHW1) HadHauaeTcs B fo3ax oT 200 o 400 mr B

[leHb, TIPY OTCYTCTBUU NPOTHUBOINOKAa3aHui (ypoBeHb flokasaTeabHoCTH C);




[MTpu Hamiumy nipotenHypuu > 0,5r\24vaca Ha3HayarOTCs 6/10KaTOPbl aHTMOTeH3UHOBBIX
peLienTopoB (YypOBeHb [J0Ka3aTe/JbHOCTU A);
[Ipu noBbILIEHUM YPOBHS JIMIIONPOTEU0B HU3KOM MJIOTHOCTH B CBIBOPOTKe KpoBHU > 100

Mr\y1 peKOMeH/1yeTCsl Ha3HaueHue CTaTUHOB (YypPOBeHb A0Ka3aTe/bHOCTU C)

PekomeHa1us 110 1je1ec000pa3HOCTY Ha3HaUeHHsI TUIaKBeHW/Ia OCHOBAHA Ha JJaHHbBIX
TIPOCIIeKTHBHOI0 KOHTPOJIMPYEMOTO MCC/e[j0BaHusl, TPOAEeMOHCTPHUPOBAaBILIEro
yMmeHbIieHre oboctpenuii CKB nipu HazHaueHuu ruzipokcuxsiopoxuHa (I'X). Tlpu
Ha3HaueHUU ['X yMeHbllIaeTCsl MH/IeKC TIOBPeXKeHus1, BK/ItoUast IOBPeXKeHue 1ouek u
PUCK TMIePKOaryssiliii ¢ pa3BUTHEM TPOMOO30B

biokaTtopbl aHrMOTEH3WHOBBIX PeLIeNTOPOB CHIKAOT NpoTerHypHio Ha 30%,
3HaUNTeTbHO YMEHBIIAIOT PUCK YBOEHUsI KpeaTUHUHA 1 Pa3BUTHE TePMUHAIbHOU
TIOYEeYHOM HeI0CTaTOYHOCTH Y O0/TBHBIX C HeauabeTrueckoi HedporaTrei.
AHTUOTeH3VH-KOHBEPTHUPYIOIHe (hepMeHThI U 6/I0KaTOPhI PEIeNTOPOB MPEBOCXOAT T10

3(1)(1)EKTI/IBHOCTI/I 6JIOKaTOpBI KaJ/IbIIMEBBIX KdHAJIOB.

4.3

PexkomeHpaanuu no uHAyknuonHou repanuu BH III|IV knacca.
C 1esnbio nofiaBieHus: akTUBHOCTU BH 006si3aTeTbHbIM KOMITOHEHTOM MHYKLIMOHHOM
Tepanuu sABsitoTcs LId 1 MM® (ypoBeHs JjoKa3aTtebHOCTU A). IMMyHOCYTIpeccuBHast
Tepa-TH1si Ha3HavyaeTcst B KOMOMHAIMY ¢ 3-X JHeBHOM My/bC Tepariueil 6-
MeTurpeHK3010HOoM (110 1000 Mr B fieHb) U rocieayroiiyuM HasHaueHrneM 'K BHyTph B
no3ax 0.5-1.0 Mr\Kr B JieHb, CHI)KeHHe /103bl TIPU JOCTHKeHUU 3¢ dekTa (YpoBeHb
JokazarenbHOCTH C).
MM®: Ha3HavaeTcs B jo3ax 2-3 T B [ileHb B TeUeHHe BCero nepruo/ia MHAYKLMOHHON
Tepanuu (6 mecsiLeB).

L®: pekomeHpyetcs 2 pexxuma HasHaueHus LI npu BH:

1. 1J® Ha3HavaeTcs B «HU3KUX Ao03ax» no 500 mr BHyTpuBeHHO 1 pa3 B 2 Hezie/ikd, CyMMapHO 6

[103, C IOC/IeAYHOIMM Ha3HaueHneM A3atvonpuHa wii MM® BHyTpb (YpPOBEeHb

JloKa3arenbHOCTH B)

2. «BbIicokue o3bl» - LI® BHyTprBeHHO 110 500-1000 Mr/m? oBepxHOCTH Tesia + 6

Metwinpegau3oyioH 1000 Mr e)xeMecsiuHO B TeueHHe 6 MecsiLieB, 3aTeM Ha3Haya-eTcss MM® unm

A3aTUINpUH BHYTPb (YPOBEHb J0Ka3aTebHOCTH A).



v" Tlo JaHHBIM MeTaaHa/In3a ¥ MHEHHUs 9KcriepTroB MM® u LI® sB/IstrOTCS SKBUBA/IEHTHBIMH
KOMITOHEeHTaM{ MHAYKLMOHHOW Teparnuu. Jlonrocpounsle ucciepoBanuss MM® u LId npu
BH HeMHOrouMc/ieHHBI HO IeMOHCTPUPYIOT BBICOKYHO 3Q(peKTUBHOCTb 3 T MM® exxejHEBHO
B TeueHHe 6 MecslLieB C MOCIeAYIOIMM Ha3HaueHueM Oosiee HU3KUX /103 B TeueHue 3 JieT.

v Bei00p /10361 MM® 3aBUCHT OT K/IMHHKO-MOP(OIOrHUYeCKOH KapTUHBI 3a00/1eBaHus,
Harpumep ripu 111 kiacce HedpuTa 6e3 TOMYTYHUHN WK TTPU HAJTMUUK TIPOTEUHYDPUH U
CTabUIbHOM YPOBHe KpeaTMHWHA (TIPY OTCYTCTBUU JJAaHHBIX OMOTICHY TTOYKH), - TIPHEM/IEMO
MOXeT ObITh 03a MM® B 2-3 1 B AeHb. [Tpu Hamumu III-1V knacca ¢ momynyHusiMu, a
TaKKe y OO/bHBIX C MPOTeHHYpUel U yBelryeHeM YPOBHs KpeaTMHKHA B nocieAnue 1-3
MecsLa fo3a MM® fo/kHa coCTaBaATh 3 I' B CyTKU. OnTuMusaLyg HasHaueHuss MM®
MOXKeT OBITh OCYII[eCTB/IeHa 3aMeHOM Ha MUKO(EHOIOBYIO KUC/IOTY WITH
KHWIIIeYHOPACTBOPUMBIH MUKO(EHO-/IaT HaTpHsi, 0COOEHHO MPY Pa3BUTUM TOLTHOTHI U PBOTHI.

V' TIpeapiayiiye UCC/Ie0BaHus, TIpoBeieHHbIe HarmoHansHeiM UHCTHTYTOM 310p0oBbst CIITA
MOATBEPKAAIOT BbICOKYIO 3(D(PeKTUBHOCTh «BBICOKUX /103» 1P, Ha3HauaeMbIX e>keMecsuyHO 6
MecsILieB U Jlajiee eKeKBapTaIbHO B TeueHue 2 jieT. Takoil pexxuM jieueHust Ob11 Oosee
3¢ hekTUBEH B OTHOIIIEHUH TIPeIOTBPallieHust o6ocTpenus BH, uem KOpOTKHiA 6-1 MeCSTUHBIH
Kypc. B Toxe Bpems «kopoTKue Kypchl» LI®D, ipoBogumble B TeueHue 3-6 MecsiLieB C
roc/IeyroLMM HasHaueHre AsarurprHa wii MM® Takke 1eMOHCTPUPYIOT XOpoLlye
pesy/bTarbl

v' PekoMeH/IaliH 110 UCTI0/Tb30BaHuio [1y/bC-Teparnuy B KaueCcTBe MHAYKIMOHHOM Tepariu BH
0a3upyrOTCs TpesK/ie BCero Ha MHEHUH 3KCIIepPTOB.

v" OTCyTCTBHE KOHKPETHBIX PeKOMeH/IAIMi 10 TeMITy CHibkeHust 03bl 'K 06bsicHsIeTCst
pa3Hoo0Opa3ueM KJIMHUYeCKUX TposiBjieHrd BH 1 BHeroueuHbIx riposinennii CKB.

4.4

PexkomMeH[yeTCst B OOJIBILIMHCTBE C/TyuaeB HAUMHATh MHAYKLUMOHHYIO Tepanuio LD i MM® u

He BHOCUTb Cepbe3HbIX KOPPEKTHB B jleyeHne B TeueHHe 6 MecsilieB KpoMe W3MeHeHUs

e>xerHeBHOM 103b1 I'K. Koppekijust Tepanyiy BO3MOXKHO TIPY HalMW4IuK yoeuTeTbHbIX

Jl0Ka3are/bCTB YXy/ALLIeHUs yepes 3 MecsLia OT Hauyajla jiedyeHus: yBeaudyeHue Ha 50%

NIPOTEMHYPUM WM KpeaTMHUHA CbIBOPOTKU KPOBU (YPOBEHb [JOKa3aTe/IbHOCTU A).

4.5

CoxpaHeHue /1eTopoHOM (PyHKI[MM 0fjHa 13 HauboJsiee cepbe3HbIX NPOOJIEM Y MOMOJBIX

>keHuH ¢ BH. B 3ToM1 cBsi3u pekoMeHiyeTcst Ha3HauaTh MM® B KaueCTBe UHIYKLIMOHHON

Teparvy y »KeHIIVH, TJIaHUPYIOIIUX 6epeMeHHOCTh, B CBSI3U C TeM, UTO BBICOKHe 710361 LD

MOTYT NIPUBECTU K HeoOpaTuMoMy becruiouio (YpoBeHb [J0Ka3aTelbHOCTH A [i/isl OLIeHKH

TOHAJJOTOKCUYHOCTH).



4.6

PekomMeHJanuu Mo MHAYKLMOHHOH TepanuM y 60/1bHbIX ¢ IV wim IV\V knaccom BH
C Ha/TH4#eM MoJTyTyHUH

PexkomenpyeTcs [j1s1 JOCTKeHUs y/ayullleHus y nanueHToB ¢ BH ganHoro kiacca npo-
BO/IUTb UH/IYKLIMOHHYO Teparuto C ucrosib3oBaHueM L{® umm MMO (ypoBeHb [J0Ka3arebHO-
ctu C), a TakKe HauMHaTh NpoBefieHue [1ynbc-Tepanuu 6-MeTUINpeHU30I0HOM Y Ha3HauaThb
I'K BHYTpB B f03ax He MeHee 1 Mr/kr/meHb. Hamuue nomysyHuii yKasbiBaeT Ha
He0/1aronpysITHBIA XKU3HEHHBIN TIPOTHO3 /Ia)Ke TIPY CBOeBPEMEHHOM TIPOBe/IeHNMH MHTeHCUBHOMN
VH/YKLIMOHHOW Teparnuvy, HasHaueHne MM® B f103e 2 r/feHb He ycTynaer 1o 3(p(eKTUBHOCTH
rH(y3usM BbICOKKX 103 LD (ypoBeHb foka3arenbHOoCTH C).

4.7

PekoMeH/janiny mo HHAYKIIMOHHOM Tepanuu y 00/1bHBIX € V Ki1accom «Mem-
OpaHo3HbiM» BH.

[Tpu mogTBepKAeHNH V «MeMOpaHo3HOro» Kiacca BH ¢ MaccuBHOM «HehpoTHUeCKOH»
TIPOTeNHYypHel peKOMeH/yeTs1 Ha3Hauarh rpeaHn30/10H (0.5 mMr\kr\ieHs) B kombuHarmy ¢ MM @

1o 2-3 T B JileHb (YpPOBeHb l0Ka3arebHOCTH A).

4.8

PekomMeHJaLu 110 Ha3HAYEHHIO MOA/eP)XKUBaloIeii Tepanuu 6o1sHbIM BH y
KOTOPBIX JOCTUTHYTO y/Iy4llleHHe Moc/ie MPoBeAeHUs HHAYKIIMOHHOU Tepanuu

[Tpu goctwkeHuM y 60bHBIX ¢ BH xopoiiero KiMHuKo-1abopaTopHoro addekra moce
TNIpOBe/IeHUs] UHYKL[MOHHOU Teparnuy, peKOMeH1yeTcCs [i/is o/ijepKaHusl pe3y/ibTara U
yJIy4llleHUs1 OT/a/IeHHOT0 TIPOrHo3a Ha3sHaueHrne MM® B fjo3e 2 r\neHs wiu AsarvoripyuHa 2
Mr\Kr\jeHb (YypOBeHb Jj0Ka3aTelbHOCTU B)

4.9

PekomMeHjaliu 1o M3MeHeHHI0 Tepanuu y 060/1bHbIX BH He oTBeTHBIIMX HA

WH/YKIJMOHHYI0 Tepanulo

B cnyuasx, korjia He JOCTUTHYT TIOJIOKUATE/TbHBIN pe3y/bTaT Moc/ie MpoBeieHus 6-u Me-
CSTYHOW WHIYKLIMOHHOM Teparvu ItoKoKopTukouaamu + LI® win MM®, unu yxyaiieHus 1o-
ce 3 MecsLieB OT Hayasia Teparvu, peKOMeH/yeTcs IlepeKk/IroueHre O4HOr0 UMMYHOCYIIpeCCUB-
HOTO TIperiapara Ha Jipyroi, Harpumep ¢ MM® Ha 11® umm Hao60pOT B KOMOMHAIMH C 3-X
[THeBHOM Tepanuen mysnbCc-Tepanueli (ypoBeHb AokasarenbHoCTU C). [Ipu mepekitoueHUH Ha

L[q) BO3MO>XHO HMCII0/Ib30BdHHE KdK HHU3KHX, TdK M BBICOKHX [103.



[Tpu otcyTcTBUM 3P deKTa OAHOM UK ABYX CXeM WHAYKLIMOHHOW Teparvu C
npuMeHeHreM [IO\MM® moxeT ObITh UCTO/IB30BaH Putykcumab, (ypoBeHb Zl0Ka3aTe/TbHOCTH

Q).

Jleuenue BH npu Hanmmuuu 6epeMeHHOCTH

I[Mpu Hanuuuy GepeMeHHOCTH Yy KeHIIWH ¢ JIH pekoMeHIyeTCst HECKOTbKO BapUaHTOB
Tepanuu. [Ipy 0OTCyTCTBUM aKTUBHOCTH He(pUTa 1 BHeNoYeuHbIx nposisneHuii CKB
crieLjaabHOM Teparuu He TpeOyetcsi. [Ipy He3HaUMTeTbHOW aKTUBHOCTH PEKOMEH/[yeTCst
Ha3HaueHWe aMMHOXMHOJIMHOBBIX TperapaToB (11akBeHW). [1py BeipaskeHHO# akTBHOCTH JIH
V\WTM BHETIOUeYHbIX TIPOsiBieHnH O6ose3Hn Ha3HauatoTcst ['K B f103ax, 1Mo3BOsISIOMINX
KOHTDOJIUPOBATh TeueHre 60sie3Hu, ec/ii HeoOXoAUMO BO3MOXKHO /J00aBieHre A3aTHOTIpUHA
(ypoBeHb fokazarenbHocTd C).

v’ crieyet uMeThb B BUJLY, uTO BbICOKHeE 03kl ['K y 60mbHBIX CKB ¢ Hanmiunem
OepeMeHHOCTH COTIPSKEHBI C BBICOKAM PHCKOM Pa3BUTHS apTepUabHON TUTIEPTeH3UH U
caxapHoro auabera. MM®, L1®, LluknocropuH U MeToTpeKcaT He Ha3HauaroTCs U3-3a
BBICOKOT'O PMCKAa pa3BUTUS TepaToreHHOTo 3¢dekra. TepatoreHHbIM 3¢ ekt
AsatuonpuHa B [j03ax He 0osiee 2 MI\KI CUMTAeTCs MUHUMAa/IbHBIM. TlarreHTKam ¢
MepCUCTUPYIOLLEN BbICOKOM aKTMBHOCTHIO JIH, ycTaHOB/IEHHBIM WY NIpeArionaraeMbIM
IIINIV knaccom HepuTa peKoMeHZyeTcsl IPOBeZleHre KecapeBa ceueHus: nocje 28

HeJie/b.

5.0

JleueHue nopa)keHusl LieHTPa/IbHOH HepBHOM cucrembl (THC)

v' TIcuxoHeBpOIOTMYeCKHe TIPOSIB/IEHHS SIBJISTFOTCSI HAUMeHee M3yUYeHHBIMH, U BO3-MOYKHO,
OJJHUMH M3 CaMbIX pacripocTpaHeHHbIX rposieieHut CKB. Tombko B 1999 T. 3KcriepThl
ACR nipegyioxxuny Kaaccubukaruo v geGuHuiun 19 Hanbosiee W3yueHHBIX TTPOSIBIEHUM
ropakeHus LIeHTPa/ILHOU U Tiepudeprueckoii HepBHOM cucteMbl Y 60mbHBIX CKB.
v na nogreepxaenus nopaxenus ITHC npu CKB HeoOXoguMO MpUB/IEKaTh
CreLaaruCcTOB HEBPOJIOTOB U MICUXUATPOB, MPOBOJSAT CIlelhasibHble ucciefoBanust: 31
MPT ronoBHOIo ¥4 CIIMHHOI'O MO3ra.
5.1
[Tpu pa3BUTHY TSKENbIX, )KU3HEHHO-YTPOKAIOIUX COCTOSTHUM Npu nopakeHuu LIHC :
Cy[OPOTH, TIOTIePeUHBI MUE/TUT, HEBPUT 3PUTETbHOTO HEPBa, 1iepedpOoBacKy/IUT -

peKoMeH/1yeTCsl He3aMe/|/IUTe/IbHO HauaTb NPOoBe/ileHre MHTeHCMBHOW Tepaniid MHQy3un LP no



1000-500 mr u — 6 metunnpegHu3010Ha Mo 1000 Mr HeCKOIBKO JiHEeM MOAPS/, C MOCAeAYOLLUM
Ha3HaueHueM ['K BHyTps 0,5-1,0 Mr\kr\neHs (ypoBeHb Aoka3aTesbHOCTU C).
5.2
[1pu pa3BUTHH KOMBI, CONIOPa, MPOrPeCCUPYIOLLEr0 MUeIMTa, HaJIMUMK BBICOKOTO YPOBHS A-
IOHK n\unv KpruornoOy/TMHOB B CHIBOPOTKe KPOBH TTOKAa3aHO MPUMeHeHHe T1a3Madepesa,
e>Ke/IHeBHO WU Yyepe3 JleHb, C 3KcPy3ueit 20-30 My1/KT Beca 11a3Mbl (YPOBEHb /10Ka3aTebHOCTU
C). HazHaueHue BHYTPUBEHHOTO UMMYHOTII00y/MHa B fo3ax 0,5-1,0 r\Kr pekomeH1yeTcs TIocie
OKOHUaHUs TIpoLielyp MasmMadepesa.
5.3
[pu orcyTcTBUM 3¢ deKTa B TeueHHe MepBbix 3-4 Hell 0T Hayasla UHTeHCUBHOM Teparuu
9KCTIepThl PeKOMeH/IyI0T Ha3HauaTh Putykcrmab mo 500-1000 mr exxeHezie/ibHO (MakCHMaTbHasT
cymmapHas fo3a 2000 mr) (ypoBeHsb foka3zarenbHocTy C).
5.4
PekoMeH/ia1uy 110 TIpUMeHeHHI0 PUTykcrMaba rpy )Ku3HeHHOyTpokatoltieM ropaxenuu [JTHC
OCHOBAHBI Ha JIaHHBIX O BbICOKOW 3PeKTUBHOCTU aHTU B-KiieTouHol Tepanuu y 6onbHbIX CKB
C pa3BUTHEM KOMBbI, KaTaslercuu, IornepeuyHoro MUeanTa U rcuxo3a, Mpu OTCYyTCTBUU 3 deKTa OT

nipuMeHeHust MaccuBHBIX 7103 'K, 11®, nmmyHor100y/mvHa v ria3madepesa

6.0
Monutopunr aktusHocTu CKB
CornmacHo EULAR pekomenganusam 2010 roga v nnpasunamu GCP B craHzapTHOe
o6cienoBanue nareHTa ¢ CKB B peasibHOM KIMHUYECKOU MTPAKTHKE O/DKHO OBbITH BK/TFOUEHO
clenyouiee:
OtleHKa aKTUBHOCTH 3a00/1eBaHMsI C UCIIO/Tb30BaHUEM JIFOOBIX Ba/IMUPOBAHHBIX

WH/EKCOB akTuBHOCTH CKB

. OLIeHKa CTereHU MTOBPeXXeHUs] OPraHoB
. OLleHKAa KaueCTBa )KU3HH TaljieHTa

. Ha/IMuMe COTYTCTBYHOLIMX 3ab0eBaHU
. TOKCHUYHOCTbH IperapaToB

OneHka akTBHOCTH CKB MMeeT orpoMHOe 3HaueHHe /it BbIoopa Tepari.
MonuTtopunr aktiBHOCTM CKB Ha COBpeMeHHOM 3Tarie pa3BUTHs PeBMaTOIOTUM BK/IFOYAeT B
cebsi crier[uasbHO CO3/jaHHbIE MHCTPYMEHThI — MH/IEKChI aKTUBHOCTH. Bce coBpeMeHHbIe
uH/ieKchl akTBHOCTH CKB mipezicTaBstole co60i KOMOMHAIUIO KITMHUYECKUX U

71ab0paTOpHBIX NMPU3HAKOB BOTUAHKH, ObIIM Pa3pab0TaHbI C 11e/1bI0 CTaHJAapTU3aIuU OLIEHKH



aKTUBHOCTH 3aboneBanusi, 5 uWHAeKCOB akTuBHOCTH CKB Mpormm Baaujalyio 1 MIHAPOKO
WCTIO/B3YIOTCS B MUPOBOW MeULIMHCKOM JieueOHOM 1 HAyYHOU TPaKTHKe:

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

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

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

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

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

6.1

Systemic Lupus Erythematosus Disease activity score (SLEDAI) B 3TOT UH/IeKC
BX0oAUT 24 mapameTtpa (16-kmuHMUeckux U 8 maboparopHbix rokasareseii CKB). Kaxkaomy
TIOKa3aTeJTio TPUCBOeHkI 6asutbl oT 1 1o 8 Kaxkaomy u3 npusHakoB CKB, Boltie/iiero B MHAEKC.
bonee cepbesnble nposienenns CKB, Takne Kak: nopakeHrue HepBHOU CHCTeMBbI, ITOpakeHHe
TIOUeK, BaCKYJIHUT - UMeOT 0osiee BBICOKYHO Oa/lIbHYIO OLIeHKY, UeM JIpyrue rpu3Haku. OO
MaKCUMasbHO BO3MOKHbIH cueT uHzekca SLEDAI cocraBnsier 105 6asnnoB. I1pu rnipoBeseHnn
OLIeHKHU akTUBHOCTHU 110 uHAekcy SLEDAI Heobxoarmo otmeuats npusHaku CKB, koTopbie
MPUCYTCTBOBA/IM y NalueHTa B TeueHre 10 npeAiecTBYOIIMX OCMOTPY AHeU, He3aBUCUMO OT
WX CTeTIeHH TSDKeCTH WK YITyulleHus/yxyaieHus: coctosiHust. Cuet > 20 6asioB BCTpeyaeTcst
nmoctarouHo pefko. [ToeeiiieHre SLEDAI > 8 o3HauaeT Ha/iiuuie akTHBHOTO 3a00/IeBaHuSI.
YBemmuennie SLEDAI Mexxay AByMsi BU3UTaMU Ha >3 0aslyIOB MHTEPIIPeTUPYeTC sl KaK yMepeHHOe
obocTpenue, Ha >12 H6asioB, Kak Tsbkesnoe oboctpenre CKB. B HacTosiijee BpeMsi IIMPOKO
ucrnonb3ytoTcs 3 mogudukaimu udgekca SLEDAL: SLEDAI 2000 (SLEDAI 2K), SELENA-
SLEDAI u Mex-SLEDALI. I1pu npoBefieHNY KJIMHAYECKUX UCC/Ie0BAaHUM Uallje UCTI0/Ib3yeTCs
nHjekc SELENA-SLEDAL

SELENA-SLEDALI takxe, kak 1 SLEDAI 2K yuuTbIBaeT 1epCUCTUPYIOLLYI0 aKTUBHOCTD
, CBSI3aHHYO C Ha/IMUMeM BBICHITIaHUM, 513B CJIM3UCTHIX U a/IONeLy, U BBOSUT CJIelyIoLue
V3MEeHEeHUS: B «PacCTPOMCTBO YeperTHO-MO3rOBbIX HEPBOB» BKJIOUAET «TOJIOBOKPY KEHHEe»,
BHOCHUT U3MEHEHUS B NIPU3HAK «I10BbIIeHHe IPoTeMHypyn Ha 0,5 r\ieHb» Ha BHOBb BO3HUKILIEe,
Y TI03BOJISIET YUUTBIBATh TOJILKO Ha/lMuKe OJHOIO W3 MPH3HAKOB MJIEBPUTA WU/IM MEPUKApJUTa, B
OT/IMUMe OT CyL[eCTBYIOIIEero paHee HeOOXOUMOCTH HaIW4Usl KOMITIEKCa CHMITTOMOB.
SELENA-SLEDAI Takxe, kak 1 SLEDAI 2K yuuTbIBaeT epCUCTUPYIOLYH0 aKTUBHOCTS ,
CBSI3aHHYIO0 C Ha/IMYKMeM BbICBITIAaHWH, SI3B C/IM3UCTBIX U ajIoTeLy, U BBOAUT Caeytoliye
M3MeHeHUs: B «PaCCTPOMCTBO UepPeITHO-MO3TOBbIX HEPBOB» BKJ/IFOUAET «TOJIOBOKPY KEHUEY,

BHOCHUT M3MEHEHUS B IPU3HAK «ITOBbIIIIE€HKWE ITPOTEMHYPHUHU Hd 0,5 F\,E[EH];» Hd BHOBb BO3HHUKIIIee,



" TO3BOJIAET YUMUTHIBATE TOJIBKO HA/IMUKE OAHOT'O M3 TIPHU3HAKOB IVIEBPDUTA WJ/IN ITI€PUKAPAWUTA, B

OT/IMUMe OT CyLI[eCTBYIOIIEero paHee He0OXOAUMOCTH HaIW4Usl KOMITIEKCa CHMITTOMOB.

Omnpepenenue akTuBHOCTH CKB no mkane SELENA- SLEDAI

(Obsecmu b6an1, coomeemcmayowjuil nposieneHuro, umMesweMy Mecmo Had MOMeHm 0CMOmpa
uiu 8 meueHuu 10 npedwecmagosasuiux ocmompy oHetl)

Bann [IposiBsieHue Ornipegenenve
8 Onunentryeckuii | HemaBHO Bo3HMKIIMM (TIocsieanye 10 aHeit). VICKIIOUUTD
MIPUCTYT MeTabosimueckue, MH(PEKLHMOHHbIE U JIeKapCTBEHHbIE TTPUYHHBI
8 | [Icuxos HapyiieHre crnocoOHOCTH BBITTOTHATh HOPMaJIbHbIE I€HCTBUS B
HOpPMaJ/IbHOM pe)KUMe BCJIeICTBUE BbIDAKEHHOTO U3MEeHEeHUsI
BOCIIPUSAITHSA [IeMCTBUTE/IbHOCTH, BKJIFOUasi BK/IFOUast
ra/uttoLIMHaIY, 6eCCBSI3HOCTD, 3HAUMTeTbHOe CHIKEeHHe
aCCOIMATHUBHBIX CITIOCOOHOCTEH, UCTOLIeHNE MBIC/TUTETbHOU
JlesiITe/IbHOCTH, BbID@)KEHHOE a/IOTUYHOE MbILLIEHHe; CTPaHHOE,
Jle30praHn30BaHHOe WM KaTaTOHUUeCKoe MoBeJeHue. VICK/IIounThb
nofloOHbIe COCTOSIHKS, BbI3BaHHbIE ypeMuel Uiu
JIEKapCTBEHHBIMU TpernaparaMu
8 | Opranuueckue Hapy1ieHre yMCTBEHHOMU [1eAITeIbHOCTHU C HapyLleHUueM
MO3TOBbIE OpHeHTaLMH, NaMATH WY APYTUX UHTeJUIeKTyalbHbIX
CUH/IPOMBI criocoOHOCTel C OCTPhIM Haya/ioM M HeCTOMKUMU KITMHUYe CKUMU
TIPOSIBJIEHUSIMU, BKJIFOUAsi 3aTyMaHeHHOCTh CO3HaHUS CO
CHIKeHHOM CITIOCOOHOCTBIO K KOHLIEHTPAL[UH U HEeCTIOCOOHOCThIO
COXpaHATb BHUMaHHe K OKpY’Karolemy, IUIF0C MUHMMYM 2 U3
CJleIyIOIIMX TPU3HAKOB: HapyllleHue BOCIIPUSTHs, OeccBsi3Hast
peub, OECCOHHUIIA WJI COH/IMBOCTD B THEBHOE BPeMsl, CHIDKEHe
VA TIOBBILLIEHME TICUXOMOTOPHOM aKTUBHOCTH. VICK/IIOUNTh
MeTabosmueckue, MH(PEKLMOHHbIE U JIeKapCTBEHHbIE
BO3/IeMCTBYS.
8 3puTe/ibHbIE W3meHeHus B I1a3y WK Ha CeTYaTKe, BK/IKOUAs K/IeTOUHbIe
HapyLLeHus Tenblia, KDOBOU3/HUSIHUS, CEPO3HBIN 3KCCYy/aT UM TeMopparuy B
COCyauCTOM 000/I0UKe W/TH HEBPUT 3PUTEILHOTO HEPBa, CKJIEPHT,
SMUCK/IEPUT. VICK/TIOUNTE CTydau TOoA00HBIX U3MeHeHUH TIpu
TUINepTeH3uu, MHGEeKI[MU U JIeKapCTBEHHbIX BO3/IeHCTBUSIX.
8 | PaccrpotlictBa co | BriepBble BO3HUKILIAsl YyBCTBUTEIbHAS U/IW ABUraTe/IbHast
CTOPOHBI HEeBPOIIaTHUsl YeperHo-MO3roBbIX HEPBOB,
yepernHo- BKJ/IFOYAsAr0JIOBOKPY>KeHue , pasBuBlieecs Boiencrsue CKB.
MO3TOBBIX
HEpPBOB
8 | T'onoBHas 60116 BrIpakeHHast TTepCUCTUPYIOLIast TOJIOBHast 60/ (MOXKeT OBITh
MUTDEHO3HOM), He OTBevarolasi Ha HAPKOTUUeCKHe aHaJIbIeTUKU
8 Hapyiienue Briepsble Bo3HuKILIee. VICK/IIOUWTHh TAKOBOE BCJIeCTBUE




MO3TOBOTI'O

arepockKsiepo3a Wiy TUTIePTeH3HH.

KpoBooOpaliieHus
8 Backynur $13BBI, TaHTPeHa, O0JIe3HEeHHBIE Y3e/IKH Ha Ta/ibliaX,
OKOJIOHOT'TeBble MH(APKTHI ¥ TeMOpparuy Wiy JjaHHble Ororcuu
V1M @HTUOTPaMMBl, TIOATBEp KAAroIe BaCKy/IUT
4 | ApTpur Bosee 2 mopa)keHHBIX CyCTaBOB C IIPpU3HAKaMU BOCIa/IeHUs
(bome3HEHHOCTD, OTEK WJIH BBITIOT)
4 | Muosur [TpokcrManbHast MbliiiedHast 60/1b/c1aboCThb, aCCOIMUPOBaHHas C
TMOBBILLIEHHBIM YPOBHEM KpeaTHH(OC(HOKMNHA3bl/a/lbJ0/1a3bl, UIH
JnaaHble OMI umm GMoTICHUH, TIOATBEPIKAAIOIIFEe MUO3UT
4 | Hunueapypus 3epHHUCTbIE WIKW 3PUTPOLIMTAapHbIE [UIWH/PbI
4 | I'emarypus >5 3pUTPOLIUTOB B M1071e 3peHus. VICK/IIOUUTh MoYe-KaMeHHYIO
60s1e3Hb, MH(EKLIMOHHBIE U /IPyTHe IPUYKHbI
4 | Ilporeunypus OcTpoe Hauaso WK HeflaBHee TIOsiB/ieHre Oesika B MOY B
Ko/muecTse >0,5 rpaMM B CYyTKU
4 | IInypus >5 NelKoLMTOB B Tose 3peHust. VIcK/mounTh MH(EKLIMOHHbIe
TIPUYMHBI
2 | Boicpinanus Hogble wnu rpogospkarolyecs BbIChIIIaHNS Ha KOXKe
BOCIIA/INTE/IbHOTO XapakTepa
2 | Anornenyst BrniepBble Bo3HUKILIEe WM PO OJIKAIOLLieeCs MOBbILLIEHHOe
ouaroBoe uu auddy3Hoe BbiNajieHre BOJIOC BC/IeACTBUe
aktuBHoctu CKB
2 | f3BBI c/IM3UCTBIX | BriepBble BO3HUKILIEe WU POJO/DKAOLLleeCs U3bsA3BIeHUe
o0os10ueK C/IM3MCTHIX 000/104eK pTa ¥ Hoca BoiecTBUe akTiBHOCTH CKB
2 [Tnesput bosnb B rpyHOM K/IE€TKM C LIIyMOM TpPEeHUS TUIeBPbI, UIH BBIIIOTOM,
WIX yTodLeHue 11eBpsl Benencrsue CKB
2 [Tepukapaur [MTepukapuanbHasi 00/b C OHUM U3 CJIeIYIOIIMX TTPU3HAKOB: IIIyM
TPeHus lepuKap/ia, 3/1eKTpoKaparorpagruyeckoe nogTBep KieHue
repuKapAuTa
2 Huskuii ypoBenb | CHrkenne CHS50, C3 wnu C4 HKe rpaHULbl HOPMBI
KOMILIEMeHTa TeCTUpYHOLIel slaboparopun
2 [ToBbilleHKe >25% cBsi3bIBaHMS N0 MeToAy Farr niv npeBslleHye
YPOBHSI aHTHUTeJI | HOPMaJ/IbHBIX 3HAUEHUH TeCTUPYHOLIel T1abopaTopun
K JHK
1 | JIuxopajka >38°C. VIcKmounTh UHQEKLMOHHbIE TPUYHNHBI
1 | Tpom6ouuTonen | <100 000 K1eToK /MM
usi
1 | JlerkoneHus <3000 k1eToK /MM> VICK/TIOUNTD JIEKAPCTBEHHbIE TPUUMHBI

OO61umii 6ann (cymma 6asiioB OTMeUeHHBIX TIPOSIBJIEHUN)




6.2

SELENA Flare Index ( SFI) uccnenoBanue SELENA BriepBbie onpezie/isieT UHAEKC
oboctperuss SELENA (SELENA Flare Index, SFI), mpu momoImy KOTOporo mosiB/sieTcsi BO3-
MOXXHOCTB pa3rpaHuueHus crerneHu obocrpenust CKB Ha ymepeHHY0 U Tspkenyto. SFI yunThi-
BaeT IMHAMUKY aKTMBHOCTH 3abosieBanus 1o 1mkane SELENA SLEDAI, usmeHeHue rio0ab-
HOW OLIeHKU COCTOSIHUS TarjeHTa BpayoM (physician’s global-assessment visual-analogue scale,

PGA), moauuKal1io cxeM Teparvuy U psij KTMHUUe CKUX TlapaMeTpOoB.

SELENA mpesycmarpyuBaeT UCIIO/Tb30BaHKE 00IIel OI[eHKH COCTOSIHUS TIaljieHTa
Bpayom, 1o 100 MM BU3ya/IbHOM aHA/IOTOBOM I1TKasie, HO KOTOPOU 00603HaueHbI rpaganuu ot 0 10
3 (rme 0 o3HauaeT HeaKTUBHOe 3a00/ieBaHue, a 3 —3a00/IeBaHKe C BBICOKOM aKTHUBHOCTBIO). B
rocJiejHee BpeMsl TEPMUH «oIipefiesieHre akTUBHOCTU 10 wwikajie SELENA SLEDAI» Bkitouaet
B cebs orjeHKy akTBHOCTH SELENA-SLEDAI, OO611[yt0 OIleHKY COCTOSTHHS TaljieHTa BpauoM
no BAIII u uagexc obocrpennst SFI

['mobanbHast o1jeHKa COCTOSIHUS TIaljieHTa BpauoM, uccienoane SELENA

OO0r11ast OI1eHKa COCTOSTHUS 0 1 2 3
HTarrenTa Bpauom i i
(ommemumb coomgemcmeeHHO HeT nerkas cpemHsis BBICOKast

cocmosiHulo Bawezo nayueHma) | akTUBHOCTH

NG
h'd

dKTHUBHOCTbD

/

100 mm

6.3

Systemic Lupus Erythematosus Responder Index, SRI criocobeH ofiHOBpeMeHHO

BBISABJIATE YIyULI€HWA U YXYALIEHUA B TOM Xe U / unmm PA3/IMYHBIX OprdaHaX U CUCTeMdX.

MNupekc orBera Ha Tepanuio CKB, SRI
Baiul rarjeHT cyMTaeTcsi OTBeTUMKOM Ha Teparivio, ec/id y Hero B IMHaMUKe

cobsofatoTCs CleyroLie TIPUHLUIIBL:

1. Ymenblenve cuera SELENA-SLEDAI Ha>4 6ajia OT HCXOJHOTO

YDOBHsI

2. OtcytcrBue HOBoro BILAG A cueTa noBpeXXzeHuWsi OpraHa W




yBesnrueHue Ha >2 BILAG B cuera noBpexzeHusi opraHa 1o CpaBHEHUIO C

VCXOJIHbIM

3. OTcyTCTBUE YXYALLIEHHS T10 11Kasie I7100a/1bHOM OLeHKH

COCTOSIHMA NaLyeHTa BpayoM (<0.3- yBenrueHNe OT UCXOLHOTO YPOBHS)

6.4
Nupekc noBpexxaenusa SLICC/ACR Damage Index

YcTaHaB/MBaeT Ha/lMuKe TIOTeHIMaIbHO He0OPaTUMBIX TTOPa’KeHUH Pa3/IMYHbIX OPTaHOB.
WNHpekc noBpexxaeHus BK/IFOUaeT OMUCAHUe COCTOsTHUS 12 CUCTeM OpPraHOB, MaKCUMaJlbHbIM CUeT
T0 OT/Ie/TbHBIM CUCTeMaM OpraHOB COCTaB/isieT OT 1 /10 7 6asioB, B 3aBUCHMOCTH OT KOJIMUeCTBa
OlLleHHMBaeMbIX TlapaMeTpoB. O0IIHii MaKCUMa/IbHO BO3MOXKHBIHN cueT coctasyseT 47 6anios. B
0a/UTbHYIO OIIeHKY BK/TFOUAFOTCST BCE TUITHI TTIOBPEX/IEHHSI C MOMEHTa Hadasia 3ab0/ieBaHuUs
(o6ycnoBnenHble HerocpeacTBeHHO CKB wiu pa3BuBIiieecst BCIe[ICTBUE TIPOBOAUMOM Teparviu),

IMMPpH 3TOM YUYHNTBIBAOTCA TOJIBKO IMNPHU3HAKH, COXPaHAIOLHWECA B Te€HEeHHUEe 6 mec. u bostee

Nupexc noBpexaenusa npu CKB SLICC/ACR Damage Index

(H€O6xoaUMO Ha/1u4ue y nayueHma Hujxcenepeyuc/AéHHbIX CumMnmomoe He MmeHee 6

Mecsiyes)
IIpusHak basel
OpeaH 3peHus (Kaxcoblll 2/1a3) Npu KAUHUYECKOU OYeHKe
JIrobasi kKarapakTa 1
Vi3MeHeHHs1 ceTyaTKy WK aTpodusi 3pUTeNIbHOTO HepBa 1

HepeHas cucmema

KornuTuBHbIe Hapy1leHUs (CHWKeHUe NaMATH, TPYAHOCTH CO cYeToM, roxast | 1
KOHLIeHTpaLys, TPYLHOCTHU B pasrOBOPHOM peuy WM NMHMCbMe, HapylLleHHbIN
YPOBEHb UCTIOJIHEHHS1) WX O0JIbIINe TICUX03bl

CyzopoykKHble PUIMaKy, Tpebytolipe nedeHus bosee 6 mec

WHcynbThl Korga-mubo (cuet 2 6ana, ecam >1)

===
]

YepenHo-Mo3roBasi Wiy nepudepryeckast HeBponarusi (MCK/IKUasi 3pUTe/IbHYH0)




[TonepeyHbI MUETUT

Iouku

Kny6oukoBasi hunbTparms < 50 myi/MuH

[Iporeunypus >3,5 r/24 yaca

NJIn

KoHeuHasi cTaziyist oueyHoro 3a00/1eBaHust (He3aBUCHMO OT AMajiv3a Win
TpaHCIJIaHTaL[1H)

Jle2Kue

JlerouHasi runiepTeH3ust (BbIOyXaHHe MMPABOT0 YKeTy[A0uKa WK 3BOHKHH I1 TOH)

Jlerounsiii (hrOpo3 (hU3MKaTbHO ¥ PEHTTeHOJIOTMUeCKH)

CMopIieHHOe jierKoe (DeHTTeHOJIOTMUeCKH)

[TneBpasbHbIN (HUOPO3 (PEHTTEHOIOTUYECKH)

WHudapkT sierkoro (peHTreHo/1I0ruuecKn)

e i

CepodeuHo-cocyducmas cucmema

CreHOKapAMsl WM a0PTO-KOPOHAPHOE LIIYHTUPOBAaHKe

WHbapkT Mrokapza korja-i6o (cuet 2 6asa, eciu >1)

Kapavomuonartus (AuChyHKIIS yKeTyL0uKOB)

ITopakeHue K/1araHoB (AMacTOMMYeCKUM UM CUCTOJTMUECKUN 11yMm >3/6)

[TepukapauT B TeueHue 6 Mec (UM NTePUKapAIKTOMUS )

S e i

ITepuchepuuecKkue cocyoni

[Tepemeskaroliasicsi XxpoOMOTa B TeueHue 6 Mec 1
HeboutbImast moTepsi TKaHU («TIOAYIIIeYKa» MasIbIia) 1
3HauuTesbHas 1oTepst TKaHU Koryja-mbo (rorepst rasblia UM KOHEYHOCTH) 1

(cueT 2 ec/ii > yeM B OIHOM MecCTe)

BeHo3HbI! TPOMOO03 C OTEKOM, U3bsI3B/IEHUEM WM BEHO3HBIM CTa30M 1
JKesly0ouHoO-KuweyHbIli mpakm
VHdapKT, pe3ekuys KWIlIeYHHKa (HrKe 12-TIepCTHOM KUIIKK), Cesle3eHKH, 1

TIeUeHU WJTA KeJTUHOTO Ty 3bIpsl, KOria-1100 1o 00bIM IpUUMHAM (CUeT 2 eciv
Oosiee yeM B OJTHOM MecCTe)

Me3seHTepuraibHas HeJOCTaTOUHOCTh 1
XpOHHYECKUH TIEPUTOHUT 1
CTpUKTYpbI WM XUPYPruueckre onepanuu Ha BepxHer yactu JKKT 1
KocmHo-mbluwieyHas cucmema

MpieyHast arpodusi Wiy c1aboctb 1
[Jedopmupytoliuii Uiy 3p03MBHBIN apTPUT (BK/IHOUasi BIIpaBUMble 1
JedopMalim, UCK/It0Yasi aBacKy/IsipHble HeKPO3bl)

OcTeornopo3 ¢ nepeoMamM¥ UM KOJIJIalICOM MO3BOHKOB (MCKJTIOYast 1
aBaCKYy/IsIpDHbIM HEKPO3)

ABackynsspHbIf HeKpo3 (cueT 2 6asia, ecam >1) 1
Ocreomuenur 1
Koowca

Py6110Basi XpoHUUECKasi aIoTIeIst 1
O6umpHoe pyOLieBaHKe WY TAHHUKY/IUT (KpOMe BOJIOCHMCTOM UacTy U 1
MO YLIeUeK MasblLieB)

VI3bsi3BIeHUS KOXKU (MCK/TFOUasi TPOM0O03) B TeueHHe 6 MecC 1
ITopakeHue TT0I0BOM CUCTEMBI 1
CaxapHbIi guabeT (BHE 3aBUCUMOCTHU OT JIEUEHHS]) 1
Manvrau3sanust (MCK/Iouas AUcIiiasum) (cuet 2 6ania, ecyid Oosee ueM B 1

OJJHOM MecCTe)




| OBt Gamt

6.5

Onenka kauectBa xu3Hu (KiK)

Cranpaptom st otleHku KK y matpenToB ¢ CKB cunrtaercs onpocHuk Short form
Medical Outcomes Study (MOS SF-36). Pycckast Bepcusi SF-36 BauaupoBaHa
MeyxHalMoHaIbHBIM 1jeHTpoM uccienoBanus KK r.Cankr-Iletep6ypra 1 Mocksel. CyijecTByeT
Jpyroi, Oosee crieLiudruecKuii OTPOCHUK, pa3pabOTaHHBIN HETIOCPeACTBEHHO [yisi orjeHKH KoK
y 6onbHbIXx CKB Lupus Quality of Life (LUPUSQOL). 3T0 e[UHCTBEHHbIM OMPOCHHUK,
repeBeZieHHbIN Ha pycckuii si3bIk AreHcTBoM Corporate Translation Inc. 1o BceM rnipaBuiam
GCP.

Lupus-Qol nipezicTaBisieT coO0li aHKeTY, BK/IFOUAOIIIY0 B cebst 34 Borpoca, 00beiHeH-
HBIX 110 2-8 BONPOCOB B OTe/bHbIe 1iKaabl. OH olieHuBaeT: physical health (¢pusnueckoe 3g0po-
Bbe); emotional health (3moronansHOe 300poBBe); body image - o6pa3 Tena (orjeHKa MalyeH-
TOM CBOETO TeJIa ¥ BOCTIPUSITHS ero IpyruMu); pain (6ose); planning (manupoBanwue); fatigue
(ycranocts); intimate relationships (uHTHMHBIe oTHOLIeHHs1); burden to others (3aBucMMOCTB OT

JPYTUX JIIOfeN).

OnpocHUK 0 KauecTBe XKU3HH MpH 3a0o1eBaHun BoTuaHKoi (LupusQoL)
Jama BHU3UT DdUO Bospacm Jaem

ITprBe/ieHHBIH HIKe OITPOCHYK pa3paboTaH C Iie/bio OTpe/ieieHHsT TOTo, KaK 3a00/ieBaHNe CHCTeMHOM KpacHOW BOTYAaHKOH
(CKB) Bo3gelicTByeT Ha Baiy >ku3Hb. IIpOUTHTE KaXXI0€e YTBEPXKEHHE U OTMETLTE OTBET, HanGo/1ee TOUHO OTPAXKAKIUI
Bamie camouyBcTBHe. [ToKanyiicTa, mocTapaiTech OTBeYaTh Ha BCe BOMPOCHI KAK MOXKHO TpaB/vBee.

Kak uyacTo Ha npoTsiKeHuH nociefHux 4 Hejgenb

1. W3-3a 3a00sieBaHMs BOJTUAHKON MHE HY)KHA TIOMOIIb B BLIMTOJTHEHUH TSKEIOH || Tlocroszuo
¢usnueckoii paboTel, HaMpUMeD, TP BCKAITbIBAHWU OTOpO/ia, TIOKPacKe W/H/H ||, Tlouru Bcerza
KOCMETHYeCKOM PeMOHTe, TIepeCTaHOBKe Mebesn |_|s Mocrarouno uacto

D4 M3penka
Ds Hukorga

2. W3-3a 3ab0neBaHus BOMYAaHKOW MHe HY>KHa ITOMOILb B BBITIOJTHEHUN YMePEHHO || Tloctosmmo
TSDKeJION (u3nUecKoit paboThl, HArpUMep, TIPH M0/Ib30BAHUY IThITIECOCOM, ||, Mourn Beerpa
[/IKKe, COBEpLICHUH MOKYTIOK, yOOpKe BAHHOI KOMHATHI |_|s Mocrarouno uacto

| ]s Mizpenka
Ds Hukorpa

3. U3-3a 3aboneBaHust BOJTYAHKON MHE HY)KHa MIOMOILLb B BBITIOTHEHWH JIETKOU Dl ITocTosiHHO
(usnueckoli paboTkl, HAMPUMED, TIPY TOTOBKE/TIPUTOTOB/IEHUH TTUILH, ||, Houru Bcerna
OTKpPBbIBaHMU OAaHOK, BHITUPAHWH TBUTH, TIPUUECHIBAHUU WK COOJTFOEHUH [ s Docrarouno yacto
JINUHOW TUTMEHBI [ | Mspenxa

Ds Hukorga
4. U3-3a 3a00/ieBaHys BOTYAHKOM 51 HE MOTY BBITIOJIHSATH TIOBCEJHEBHEIE /le/ia, || Mocrosnno

Harnpumep, paboTaTh, yXaKUBaTh 3a /IeTbMH, BLITOMHATL 00513aHHOCTH 10 oMy, | |, [TouTu Bcerna
HaCTOJIBKO XOPOLII0, KaK MHe GBI 3TOr0 XOTe0Ch | |s Mocrarouro yacto




D4 Wspenka
Ds Hwukorna

W3-3a 3ab0n1eBaHUs BO/TUAHKOW MHE TPYAHO MOAHUMATHCS T10 JIECTHULIE

Dl ITocTosiHHO

||, Houru Bcerna

| ]s Mocrarouno uacto
| ], zpenka

| Js Hukorga

W3-3a 3abosieBaHUsI BOJTUAHKOH s B KAKOW-TO CTeleH! 1oTepsisi(-a) CBO0
CaMOCTOSITE/IbHOCTb U 3aBUILY OT JPYTUX JIFOLeN

Dl ITocTostHHO

||, Mourn Beerpga

| ]s Mocrarouno uacto
D4 Nspenka

Ds Hukorpa

W3-3a 3ab0neBaHUsI BO/TUAHKOH sI BCe JIeJial0 Me[ljIeHHee

Dl ITocTosiHHO

||, Houru Bcerna

| ]s Mocrarouno uacto
| ], zpenka

| Js Hukorga

U3-3a 3ab0s1eBaHysI BOTYaHKOHM y MeHs HapyllleH XapakTep CHa

Dl ITocTostHHO

||, Mourn Beerpa

| ]s Mocrarouno uacto
L Nspenka

Ds Hukorpa

W3-3a Gosneii, BbI3BaHHBIX 3a00/IeBAHUEM BOTYaHKOM, MHE He yJjaeTcst
BBIIOJTHATE CBOM JieJla TaK, KaK MHe ObI 3TOr0 XOTe/I0Ch

Dl ITocTosiHHO

Dz Tloutu BCerga

[k HocTtaTouHo yacto
D4 W3penka

Lk Hukorna




