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Cucremuasi kpacHas Bosiuanka (CKB) — cucremMHoe ayronMMyHHOE 3a00JIeBaHUE HEHM3BECTHOU
ATHOJIOTUH, XapaKTePU3YIOIIeeCs TUIIEPIIPOTYKIINEeH OpraHoCcenn(PpuuecKux ayTOaHTUTEI K Pa3TMIHbIM
KOMIIOHEHTaM KJIETOYHOTO Si/Jpa ¢ Pa3BUTHEM UMMYHOBOCHIAIUTEILHOTO MOBPEXKACHUS TKAaHEH U
BHYTPEHHHUX OpPraHOB.

INuIeMHUO0JIOTUs

3aboneBaemocts CKB kosebercs ot 4 mo 250 cirygaeB Ha 100000 Hacenenus. [Iuk 3a0oneBaeMocTi
npuxoautcs Ha 15-25 net. XKenmuns! ctpagatoT B 8-10 pa3 yame myxxunH. CmeptHocTs npu CKB B 3
pasa BBIIIE, YeM B ITOMYIISALINH.

JlnarHo3 CUCTEMHOM KpacHOM BOJYAHKU JOJKEH ObITh 000CHOBAH HATMYMEM KIMHUYECKUX
MIPOSIBJICHUH M TaHHBIMU J1a00PATOPHBIX UCCIIeOBaHUN. JIJ1 MOATBEP)KICHUS AUarHo3a TpedyeTcs He MeHee
4 u3 11 xpurepueB ACR, 1997 r. B cny4ae BKITIOUECHHUS NAIIMEHTA B KIMHAYECKOE HCCIICIOBAHHE
PEKOMEH/TyeTCS HCITOIh30BaTh quarnoctudeckue kputepun SLICC, 2012, cormacHO KOTOPBIM st
ycranoBneHus auarHo3a CKB nomxHO ObITh 4 KpuTepus, OIMH U3 KOTOPBIX JTOJKEH ObITH

uMMyHoJtoruueckuii ( roooit u3: a-JJHK, AH®, Sm, a-KL, C3, C4).

JMuarnocruyeckue kpurepuu CKB (ACR, 1997)

1. Cpinb Ha ckynax: (pUKcHpOBaHHAs dpUTEMa, C TEHACHLUEH K pacpoCTpaHEHUIO Ha HOCOI'YOHYIO
30HY.
(1 2. JIuckouiHast ChIlb: SpUTEMATO3HbIE IPUIIOJHUMAIOIIMECS OJAIIKY € MPUINHAIOIUMU KOXKHBIMU
yemyikaMu 1 (poIUTMKYIISIpHBIMU IPOOKaMU, Ha CTapbIX 0Yarax BO3MOXKHbI aTpO(pUUECKUe pyOLbl.
[ 3. doToceHcHOMIM3aIus: KOXKHasl Chlllb, BOSHUKAIOIIAS B PE3YyJIbTaTe PEAKIIMK Ha COJIHEUHBIH CBET.
[1 4. 5I3BbI B pOTOBOM MOJIOCTU: U3bSA3BICHUS NOJIOCTH PTA WK HOCOTJIOTKH, OOBIYHO 6€300J1€3HEHHBIE.
(1 5. ApTpuT: HEIPO3UBHBIN apTPUT, NMOpaxarouil 2 Ui 6osee nepudepuyecKux cycrana,
IPOSBIISIFOILUICS 00JI€3HEHHOCTBIO, OTEKOM U BBIIIOTOM.
[ 6. Cepo3ur:
(] mneBpHUT (TUIEBpaJIbHBIE OOIM W/UIIU IIYM TPEHUs MJIEBPHI, U/UIIN IJIEBPAIbHbIHN BBINOT),
[l mepuxapaut (LIyM TpeHUs MepHKapAa NpU ayCKyJIbTalli W/WIN MPU3HAKY NIEPUKAPAUTA TIPH
sXoKapAuorpapum).
[J 7. IlopaykeHHE MOYEK:
(] mepcuctupytomas nporeunypus ne meaee 0,5 r/cyTku
[l w/unu UMAMHIPYPUS (SPUTPOLMTAPHAS, 3E€PHUCTAS WM CMEIlIaHHas).
[ 8. Ilopaxenue LIHC:
[J cynopory,
0

nicuxo3 (B orcyrcrBue npuema JIC niam MeTaboIu4eckuX HapyleHui).



9. 'emaTosIOrMYeCKKE HAPYIIICHUS:
TCMOJIMTUYCCKAaA aHCMHUSA C PCTUKYJIIOLIUTO30M,
neivikornienus < 4,0 x10 9 /n (3aperucrpupoBanHas 2 u 6oiee pasa),

tpombormronenus < 100 x10 9 /n  (mpu OTCYTCTBUM NpHEMa JIEKAPCTBEHHBIX MPETIApaToB).

M

M

M

U

[ 10. UMMyHOIOTHYECKHUE HAPYIIICHUS:
O 1. a-JHK,

0 2.a-SM,

[ 3. antutena Kk pocdonunuaam,

[ 4. moNOXXUTENbHBIA TECT Ha BOJITYAHOYHBIA aHTUKOATYJISHT,

[J 5. cToliKas JJO’)KHO- TIOJIOKUTENbHAS peakins Baccepmana (He MmeHee 6 MecsIIIeB) pu Ta00paTOPHO
MOATBEPKIEHHOM OTCYTCTBUU CU(UIHCA.

[ 11. INosbienne TutpoB AH® (mpu oTCYTCTBHUM JIEKapCTB, BHI3BIBAIOIINX BOIYaHOUYHOTIOJOOHBIH
CUHJIPOM).

IToncuer 6ayutOB.

1. JleyeHue CMCTEMHOI KPACHOI BOJTYAHKH

O01mue pekoMeHIAUNH

3.1

OcnoBHas nenb papmakorepanuu CKB — noctikenne peMuccru (MM HU3KOW aKTHBHOCTH) 3a00JI€BaHUS
(ypoBeHb nokasarenbHocTd C), a TakKe CHUKEHUE pUCKa KOMOPOUIHBIX 3a00s1eBaHui (YPOBEHB
nokazarenbHocTr C). Onenka 3¢ dekxra Tepanuu J0DKHA OCHOBBIBATHCS HA CTaHIAPTU30BAHHBIX UHICKCAX:
BILAG,SELENA-SLEDAI,SLEDAIZ2K, SRI, SFI Bxatouaronux KIMHUKO-I1a00paTOPHBIE MPU3HAKH
MOPKEHUS] BHYTPCHHHUX OPTraHOB U CHCTEM, TAK)KE MHJIEKC TII00aIbHOW OLIEHKU cOCTOsTHMS narpenta —PGA.
Jleuenue nanuentoB ¢ CKB 1omkHO MPOBOIUTHCS BpadyaMU-pPEBMATOIOTaMHU (B BUJIE UCKIIIOUEHUS Bpay
oO111eli IPaKTUKH, HO MPH KOHCYJIbTATHBHOM MOICPKKE Bpaya-peBMATOJIOra) ¢ IPUBJICYCHHUE CTIICIIUAINCTOB
JAPYrUX MEAUIUHCKUX CIIEIUAIBHOCTEH (HE(PPOIIOTH, IEPMAaTOJIOTH, TEMATOJIOTH, KapIHOJIOTH,
HEBPOIIATOJIOTH, TICUXUATPHI U JIP.) U OCHOBBIBATHCS HA TECHOM B3aMMO/ICHICTBUH Bpaya U MalueHTa
(ypoBenb nokazarenbHocT C).

3.2

Crnenyet pekoMeHJ0BaTh NalleHTaM n30erath (pakTopoB, KOTOPbIE MOTYT IPOBOIIMPOBATE 00OCTPEHHE
00Je3HU (MHTEPKYpPPEeHTHBIE HH(EKITNH, CTPEeCcC, HHCOSAIUS, HEMOTUBUPOBAHHBIN MPUEM MEIUKAMEHTOB U
1p.), OTKa3aTbCs OT KypeHHsI, CTPEMHTCS K MOIEP>KaHN0 HOpMaIbHOW Macchl Tena (YpOBEHb
noka3atenbHOCTH C). Y 601pHBIX CKB MOBBIIIEH pUCK Pa3BUTHS HHTEPKYPPEHTHBIX HH(EKITHHA,
aTepoCKIIepo3a, apTepHaNbHON TUIePTEH3UH, T1adeTa, 3T0Ka4eCTBEHHBIX 3a00JIeBaHUH, UTO B 3HAUUTEIILHO I
CTETICHH YBEIIMYMBAET JICTATBHOCTD. [[allMeHTHI ¢ TOBBIIIICHHBIM PUCKOM TOIJIEKAT HAOTIOACHHUIO U

00CIIeZIOBaHUIO0 COBMECTHO € MPO(MIBHBIMU CIIELUATNCTAMH.

3.3



OcHoBHoe mecTto B teueHur CKB 3anumarot rimrokokopruxons! (I'K), muroctaTikyn 1 aMMHOXWHOJIMHOBBIE
npenapatsl (ypoOBEHb JJ0OKA3aTE€IbHOCTU A). AMUHOXUHOJMHOBBIE IIPENAapaThl IPU OTCYTCTBUU
MIPOTHBOIIOKA3aHUN JOJDKHBI Ha3HaYaThes BeeM 0e3 uckimouenus 6oinpabiM CKB, miurensHblil mpuem
AMHHOXWHOJIMHOBBIX MPETapaToB 00ecrednBaeT NPOPHIAKTHKY 000CTPEHUH, CHI)KEHNE aKTUBHOCTH M PHCK
Pa3BUTHUSI KAPAMOBACKYIISIPHBIX OCJIOKHEHUN (YPOBEHb JIOKA3aTEIbHOCTH A).

3.4

st newennst CKB ¢ HEBBICOKOH CTENEHBIO AKTUBHOCTHU M 0€3 MOPaXKEHHUS )KU3HEHHO -BAKHBIX OPTaHOB
JIOJDKHBI OBITh UCTIONIBb30BaHbl HU3KHUE 7036l [ K m\iin amunoxuHommHoBbIe nipenapatsl. HITBIT
HCIOJIb3YIOTCSl B TEYEHHE KOPOTKOTO BPEMEHH U TOJILKO y NAI[UEHTOB C HU3KOM CTETEHbIO BEPOSITHOCTH
pa3BuTus mo6ouHsiX 3¢ dextoB. [Ipu Henocratrounoit agpdexrusHocTH 'K Hitn ¢ 11€71610 yMEHBIICHUS JO3BI
BO3MOYHO Ha3HAYeHHE LUTOCTATUKOB (a3aTHOINPHH, MOpeTHsIa MUKO(DEHOIAT UM METOTPEKcar), (YpOBEHb
nokasarenbHocTH A). PekoMenyemas exxenneBHas no3a 'K ve gomkaa npeBbimath 20-25 Mr, TIaKBEHHIT
HazHayaetcs B 03¢ 200-400 mr B neHb (ypoBeHb gokazarenbHocTu A). [lynbc-Tepanus (uHby3un 6-
MeTuinenau3onoHa 3 aas no 500-1000 Mr) Ha3HayaeTcs B ciaydasx TOPIUIHOTO Te4eHUs! (YPOBEHb
nokazatenbHocTH C). Hapsimy ¢ OCHOBHBIMU MpernapaTtaMu MpH MOKa3aHUAX MOTYT ObITh MCIIOJIb30BaHbI
aHTUOMOTHKHY, ITPENapaThl KPOBH, IPOTUBOBUPYCHBIE U MPOTUBOTPUOKOBBIE MPENapaThl, aHTH-KOATYJISIHTHI,
Jie3arperanTbl, MOYETOHHBIE M TUIIOTEH3UBHBIE TTpenapaThl, ctaTuHbl. [Ipu nopaxxennu [{HC moryt
Ha3HA4aThCsl CEJATUBHBIE, IPOTUBOCYAOPOKHBIE U IICUXOTPOIIHbIE NTPENapaThl.

3.5

VY 60npHBIX CKB ¢ BBICOKOW HIMMYHOJIOTHYECKON M KIIMHUYSCKON aKTUBHOCTHIO (BBICOKHI YPOBEHb aHTH —
JHK, camxenne C3 u C4 komnonenToB komruieMenTa, SLEDAI 6-10 6aioB), 6e3 KIMHUYSCKUX MPU3HAKOB
aKTMBHOI'O BoJYaHOUHOro Hedputa u nopaxenus LIHC pexomenyercst npumenenue antu-BLYS Tepanuu
(benmumyma6) o 10 mr\kr exxemecstano (pexkomenganuu FDA, 2011 1. ypoBeHb 10Ka3aTEILHOCTH A).
bennmymab HasHayaercst 60bHbIM CKB ¢ mpenMyIecTBeHHbIM HOPaKEHUEM KOXKH, CIIM3UCTBIX 000JI0YEK,
CYCTaBOB, HEAKTUBHBIM BOJIYAaHOUYHBIM HE(PUTOM (MPOTEUHYpUs < 2r), C HE KPUTUUECKUM YPOBEHEM
aHEeMHUHU, TPOMOOLIUTONICHUH, JIEHKOTIEHUH, C YACThIM pa3BUTHEM OOOCTPEHUH U € 3aBUCUMOCTBIO OT IpUeMa
cpeaHux U BbIcokux 103 ['K, BBICOKUM pUCKOM pa3BUTHS OCIIOKHEHHUH Tepanuu (IIOBPEKICHUS OPTaHOB),
unpexumit. [Tepsoie 3 uady3un no 10 mr\kr Beca HazHauyarotes B cranmoHape (0-14-28 nenp) u nanee B
aMOyJaTOPHBIX YCIOBUSAX €KEMECIYHO B T€UCHUE HE MeHee 6 MeCsIIeB.

3.6

[Topaxxenue *u3HeHHO-BaKHBIX opranoB npu CKB moskeT npuBectu Kk HeoOpaTUMOit yTpare GyHKINU
u\nm netanbHOMY Mcxoay. Hampumep, mpu HepuTte, K pa3BUTHIO TEPMUHATIBHON MOYEYHOH
HEJ0CTaTOYHOCTH, IIPU MOPAKEHUH CEPALIA K TSKENOM cepAeYHON HEJOCTaTOUHOCTH, YTPO3a KU3HU HEPEIKO
Habmroaetcs npu nopaxenuu LIHC, pa3Butum anpBeosmTa, aHeMUd U TpOMOOIIUTONIEHUH. B ciaydasx
nporpeccupyrouiero teueHuss CKB, ¢ BBICOKOM aKTHBHOCTBIO U TSDKEIBIMU MOPAKEHUSIMU BHYTPEHHUX
opranoB 'K Ha3HauaroTcs B BEICOKUX (TOAABISIOMNX) H03aX. OOBIYHO MPUMEHSETCS MPEIHU30JI0H BHYTPh B
no3ax 40-60 mr (wm 0.5-1.0 mr\kr Beca) (ypoBeHb JOKazaTenbHOCTU A). [Ipy KpUTHUECKHUX CUTYAIUSIX HITH

Hea(p(PEeKTUBHOCTH HA3HAUEHUS IPEIHU30JI0HA BHYTPh IPUMEHSIOTCS HH(PY3UN 6-METHUIINPETHU30I0HA



(mynbe-Tepanus 3 aHs moapsia mo 15-20 mr\kr) (yposens pokazarensHocTr C). 'K ropmonsr B Tepaniu CKB
3aHUMAIOT 0CO00E MECTO U UX Ha3HAUCHUE SIBISICTCS 00S3aTEIILHBIM IPU CPEAHEH U BHICOKOH aKTUBHOCTH
CKB. JnuTebHOCTh TepaNuu MPAKTUYECKH HE OTPAaHUYEHA U MOJKET MIPOJIOJKATHCS B TEUCHHE MHOTUX JIET.
[Tpu 1OCTKEHUU YITyqIIEHUs, CHI)KCHUS aKTUBHOCTH 00Jie3HH - 7032 ['K MokeT ObITh MEITICHHO
ymenbleHa (00b19Ho 1o 1 Mr B 7-10 aHE#) 10 mojnepKuBaroIIei, KoTopasi BApbUPYET B 3aBUCUMOCTH OT
TeYeHHsI O0JIC3HH, TIOPAKCHHSI TOTO HIIM MHOTO OPraHa MM CHCTEMBI, PHCKA pa3-BUTHSI 000CTPECHHSI,
KOMOPOUIHBIX 3200JIeBaHNi 1 OCcloXHEeHHH. [Ipenaparom BeIOOpa U CHCTEMHOW WM MH(Y3UOHHON
tepanuu ['K sBnsercs 6-metunnpennnsonoH. [pu gnmutensHom npueme 'K y 6051bHBIX HE00X01UMO
KOHTPOJMPOBATh U MPOBOJUTH MPOPUIAKTUKY OCTEOIOPO3a, CaXxapHOTro 1uadera, aTepoCKIepo3a,
TUIIEPIIMIIAIEMHAN, apTEPUAIIBHON THNepTeH3uH, nopaxenus JKKT, kaTapakTel, IIayKOMBI.
PannomusupoBannsix uccnenoBanuii 3¢ dexruBnoctu 'K mpu CKB He npoBoamiocs (ypoBeHb
noxkasarenbHocTu C).
3.7
[uTtoctatnku (HUTOCTAaTHUECKHE UMMYHOAETIpECCaHTh) Ha3HadatoTcs 6oapHbIM CKB mpu
MIPOTPECCUPYIONIEM TEUECHUU, BRICOKOW aKTUBHOCTH, COMTPOBOKIAIONTMMUCS TTOPAKEHUEM JKH3-HEHHO-
BKHBIX OPTaHOB U cucTeM. {151 HHAYKIIMOHHON Tepanuu ucnob3yercs nukinodochan (D) nnm modernna
mukodenonat (MM®). [1d na3znavgaetcst mpu pa3BUTHH BoJdaHOUYHOTO HepuTa mo 1000 Mr BHYTpUBEHHO
exemMecsyHo B TeueHune 6 mecsieB win 1o 500 mr kaxaeie 2 Henenu, 10 6 nuadysuit. MM® na3Havaercs B
no3e 2-3 T B 1eHb B TeueHue 6 mecsnes. O 1 MM® npuMmeHstoTcsi B KOMOMHAITUY C MYJIbC-Tepanuei 6-
METHIIIPEHU30JI0HOM U mocieayromuM HazHaueHrneM 'K BHyTpb B 103¢ 0.5-1.0 Mr\kr (ypoBeHb
JoKazatebHOCTH A). MHAyKIIMOHHAs Tepanusi IpOBOIUTCS B TeueHHe 3-6 Mecsues. [Ipu noctmxenun
KIIMHUKO-J1a0opaTOopHOro 3¢ (dheKTa MUTOCTATUKU UCTIONB3YIOTCS B KaUECTBE MMOAIEP>KUBAIOIIEH TEeparuu:
MM® B no3ax 1-2 r B IcHb HJIM a3aTHONPHH 2 MI\KT B JIEHb B T€UCHHE 6 MeCSIIEB. (YPOBCHb
J0Ka3aTebHOCTH A). B OTIENbHBIX CIydasiX MOKET ObITh UCHIOIb30BaH HUKIOCHOpUH. LlutocTatuku
SIBJISIOTCS BAXKHEHUIITNM KOoMIIOHEeHTOM JiedeHus: CKB, 0coOeHHO mpH yrposKarolieM TeUeHUH C MTOPaKEeHUEM
noyek, [THC, renepann3zoBaHHOM BacKyinuTe, ajibBeosute. HazHaueHHe HUTOCTATUKOB KaK B MHIYKIIMOHHOM
(aze, Tak IpH MOAICPIKUBAIO-IIEH TePATTUU JIOJDKHO HAXOJUTCS MO MOCTOSIHHBIM KOHTpojieM. [Ipu
Ha3HAYEHUH ITUX MPENapaToB BHICOK PUCK Pa3BUTHS OaKTepUaIbHBIX U BUPYCHBIX WH(MEKIIN, TOKCUUYECKOTO
renaTuTa, yTHETeHUS! KOCTHOMO3IOBOTO KPOBETBOPEHHUS.
2. Jleuenue Bo.t4aHouHOro Hedpura (BH)
Omnpenesienune
B HacTosmux pekomeHaanusx BH onpenensiercst cootBercTBeHHO Kputepusim ACR:
e mepcucTUpyromias nporeunypus > 0,5 r\neHs,
e u\WIK : 5 3pUTPOLIUTOB, 5 JCUKOIUTOB WU IIUJIHHIPOB MPU OTCYTCTBUU WHPEKIIMH MOUEBBIX
IyTei
e JIOTIOJTHUTENHHO: TaHHBIC He(HPOOHOTICHUH C TIOATBEPKACHUEM UMMYHHOKOMIUIEKCHOTO

HedpuTa



buornicus nouku, npu 0OTCYTCTBUM NPOTUBOINIOKA3aHUH JI0JKHA IPOBOUTHCS y Beex nanueHToB CKB ¢

aKTHBHBIM HepuToM. PesynbraTsl Onorncuu 10JmkHbI onleHuBaThes 1o kiaccudukanmu ISN\RPS, (yposens

J0Ka3aTeabHOCTH A).

Krnaccudukarus BorgaHouHoro Hegpura MexyHapoIHOM accomMranyy HepoaoroB U
Hedpomnatosoros ISN\RPS ,2003 r

Knacc | MuHuMalIbHBIE U3MEHEHNS ME3aHTUyMa
Knacc |1 MesanruansHo-nipoaudeparuBubiii BH
Knacc 111 Ouarossiii BH (< 50% nopaxeHHbIX KIIyOOUKOB)

11 A — akTUBHBIE TOPAXKEHUS
11 A\C - akTHBHBIC M XPOHHUYECKHE TIOPAKECHHSI
11 C — xpoHu4eckue mopaxeHus
Knacc IV Juddy3usiit BH (> 50% nopaxeHHbIX KITyOOUKOB)
Huddy3no-cermenrapusbiii (1V-S) wim rnobansherii (1V-G)
IVA - akTuBHBIE TOpayKEeHUs
IV A\C - akTHBHBIC ¥ XPOHUYECKHE
IV C — xpornueckue

Knacec V Memb6pano3usiii BH (01HOBpeMeHHO MOTYT OBITH H3MEHEHHUS
Il u IV knaccos.
Knacc VI Hedpocxiiepos 6e3 mpr3HakoB aKTUBHOCTH
4.1

Jleuenne BH no/mkHO MPOBOAUTCS B COOTBETCTBUM C KiacCH(UKAITMOHHBIM TUTIOM HedpuTa. [Ipn
BoisiBnieHn” | wn |l xitacca Haznayenue nojasisiomieit uMMmyHnocynpeccuBHoi u ['K tepanuu ne
npoBoauTcs (ypoBeHb gokasarenbHoctd C). B ciryyasx BeisBieHus npoteunypun > 0,5 r\24 gac. u
spuTpouuTypun Tpedyercs HazHaueHue I’ K u azatnonpuna. [Ipn nanmuum 111 kmacca BH
(cybaHI0TENMMANBHBIE ACTIO3UTHI U TposndepaTuBHble n3MeHeHus < 50% kiry0oukoB) TpeOyercs
arpeccuBHas Tepanus 'K u ummynozaenpeccantamu. Knacc V (cydsnutenuanbHbie JETIO3UTHI U YTOJIIEHUE
MeMOpaH KanwuisipoB Ki1yboukoB) nipu couetanuu ¢ [NV kmaccom, Tpebyrot Tepanuu kak 11 u 1V xiace.
«Hucteiii V memOpano3ubiii kitacc BH» paccmarpuBaercs nnaue, yem kinace VI. Kitace VI, ckiepos 6osee
90% kiry00uKOB, TpeOyeT MOATOTOBKH K IEpecaike MOYKH, a He MMMYHOCYITPECCUBHON TepaIivu.
Knaccudukanuonnsie pazaeisl «A» 1 «Cy» yKa3bIBalOT Ha CTENEHb XPOHU3AINH U aKTUBHOCTH, TIPH
npeoOIaaHu XpOHU3AIUY THCTOTIATOIOTMUECKUX U3MEHEHHU He3HAUNTeIbHA BEPOSITHOCTh OTBETA HA
HMMMYHOCYIIPECCHIO.
4.2
[Ipu BBISBIIEHUHN aKTUBHOTO BOJIYaHOYHOTO HeppuTa, ToMUMO OCHOBHOM Tepanuu ['K u nurocraTrkamu,
JOJIKHA Ha3HAYAThCS JIOTIOTHUTENbHAS Tepanus:

e AMHUXHHOJIWHOBBIE TIpeTaparthl (IJIaKBeHU) Ha3HadaeTcs B 103ax oT 200 go 400 mr B neHb, IpU

OTCYTCTBHH MPOTHUBOTOKAa3aHUH (ypoBeHb JokazatensHocTu C);

e [lpu Hannuuu npotenHypun > 0,5r\24vaca Ha3HAYAIOTCS OJIOKATOPHI AHTHOTCH3WHOBBIX PELIEIITOPOB

(ypoBeHb JOKa3aTeIbHOCTU A);



[Tpu NoBBIIIEHHH YPOBHS JIMIIOTIPOTEHIOB HU3KOH TUIOTHOCTH B CHIBOPOTKE KpOBH > 100 Mr\mt

PEKOMEH/IyeTCsl Ha3HaUE€HUE CTaTUHOB (YpOBEHb JloKazaTesbHOCTU C)

Pexomenanus o 1esnecooOpa3HOCTH Ha3HAYEeHNUs IUIAKBEHUJIA OCHOBAHA HA JAHHBIX
MIPOCIIEKTUBHOIO KOHTPOJIMPYEMOTO UCCIEA0BAHUS, TPOJEMOHCTPUPOBABIIETO YMEHbBILIEHNE
oboctpennit CKB npu HazHauennu rugpokcuxinopoxuna (I'X). IIpu naznauenuu I'X ymenbimaercs
MHJIEKC TIOBPEX/IEHNUS, BKIIIOYas TIOBPEXKIEHUE TIOYEK U PUCK TMIIEPKOArYJIALUU C Pa3BUTHEM
TpOMOO30B

briokaTopbl aHrMOTEH3MHOBBIX PELENTOPOB CHUKAIOT MpoTeHHYpHto Ha 30%, 3HAUYUTEIILHO
YMEHBIIAIOT PUCK YIBOCHUS KPEaTHHNWHA U pa3BUTHE TEPMUHAIBHON OYEYHON HETOCTATOYHOCTH Y
00JBHBIX ¢ HeAabeTn4ecKol HedponaTueil. AHrMOTEH3UH-KOHBEPTHpYOIKEe (epMEHTHI U

OJIOKATOPBI PEIIETITOPOB MPEBOCXOIAT 10 YPPEKTUBHOCTH OJIOKATOPHI KATbIIUEBBIX KaHAJIOB.

4.3

Pexomennanuu no unaykmuonnoii repanuu BH 1|1V kaacca.
C uenbro nojaBieHus akTUBHOCTH BH 00s13aTeTbHBIM KOMIOHEHTOM MHIYKITMOHHOM Teparuu
spisitoTcest IO 1 MMO® (ypoBeHb gokazarenbHOCTH A). IMMyHOCYyNpeccuBHas Tepa-Tus
Ha3Ha4aeTcsl B KOMOMHAIMY ¢ 3-X JHEBHOU MYJbC Tepanueil 6-mMeTmimpeaan3010HoM (o 1000 mr B
JIeHb) U mocieayomum HasHauenneM 'K BHyTpb B 103ax 0.5-1.0 Mr\Kr B JIcHb, CHIDKEHHE 0351 ITPH
nocTkeHn” 3¢ dexra (ypoBeHb nokazaTenbHOCTH C).
MM®: Ha3HavaeTcs B 03aX 2-3 T' B ICHb B TEYCHHE BCETO MEPHO/1a HHIYKITMOHHOH Teparuu (6
MECSIICB).

H®d: pexomenayercs 2 pexuma HazHauenus L[ npu BH:

1. [1® nHa3zHauaercs B «HU3KUX 103ax» 0 500 Mr BHyTpuBEeHHO 1 pa3 B 2 Henenu, CyMMapHO 6 1103, C

MOCJIEYIOUM HazHadeHneM Azatuonpuna uin MM® BHYTpb (ypoBeHb J0Ka3aTenbHOCTH B)

2. «Beicokue 1031 - LD BHyTprBeHHO 1m0 500-1000 Mr/m? moBepxHocTH Tena + 6 metminpeanuszonon 1000

MT €KEMECSIYHO B TeUeHHE 6 MCCALICB, 3aTCM Ha3Ha4Ya-CTCA MM® unu ASaTI/IHpI/IH BHYTPb (ypOBCHB

JI0Ka3aTENbHOCTH A).

v' Tlo nJaHHBIM MeTaaHaIU3a U MHEHUS akcnepToB MM® u L@ ABISIOTCS SKBUBAIEHTHBIMU KOMIIOHEHTAMHU

MHIYKOUOHHOM Tepanuu. [lonrocpounsie uccienosanuss MMO® u LI npu BH HemMHOro4nciieHHbI HO

JI€MOHCTPHUPYIOT BBICOKYIO 3((ekTuBHOCTh 3 T MM® exeJHEBHO B TeUeHHE 6 MECALEB C MOCIEAYIOIUM

Ha3HAYCHHEM 00JIee HU3KUX J03 B TCUCHUC 3 ner.

v Boi6op 10361 MM® 3aBHCHT OT KIHHUKO-MOP(OIOTHIECKO# KapTUHBI 3a60teBanust, Harpumep pu |11

KJacce HepuTa 6e3 MOTYIYHUN WIN PU HAJTMYUHU POTEHHYPUHU U CTAOUILHOM YPOBHE KpeaTHHHUHA

(TIpu OTCYTCTBUU AaHHBIX OMOIICUH TTOYKH), - IPUEMIIEMON MOXKeT ObITh 103a MM® B 2-3 1 B iens. [Ipu

Hanmuuu |11-1V knacca ¢ mosryayHUsIMH, a Takoke y OOJIBHBIX C IPOTEMHYPHEN U YBEITMYCHUEM YPOBHS



KpeaTHUHHHA B nocsennue 1-3 mecaua no3za MM® noikHa cocTaBiisTh 3 T B cyTku. OnTumuzanus
HazHaueHuss MM® mMoskeT ObITh OCYIIECTBICHA 3aMEHON Ha MUKO(EHOIOBYIO KUCIIOTY WU
KHAIIEYHOPACTBOPUMBINA MUKO(EHO-TIaT HATPHsi, 0OCOOCHHO MPH Pa3BUTHU TOIIHOTHI M PBOTHI.

v' Tlpensiayniue uccienoBanus, nposeaennsie Hamponansueim MucTuTyTOM 310p0oBsst CIITA
MOATBEPKIAIOT BBICOKYIO 3 (EKTUBHOCTD «BBICOKUX J103» LID, Ha3HayaeMbIX eXeMECIYHO 6 MecsLEeB U
Jajnee eXEeKBapTAIbHO B TeUeHHUE 2 JieT. Takol pexuM JedeHus Obl1 6osiee 3(pPEeKTHBEH B OTHOIICHUN
npenoTBpaieHus ooboctpenus BH, uem kopoTkuii 6-u MecsuHblil Kypc. B Toxe BpeMst «kopoTKue
Kypeb» L{®, npoBonMeble B TeueHHe 3-6 MecsLEB ¢ OCIENYIOIUM Ha3HaueHue AsatunpuHa win MM®
TaKKe IEMOHCTPUPYIOT XOPOLIUE PE3yIbTaThl

v PekOMeH/IaIMu 0 UCTIOJIb30BaHuI0 [Iybe-Tepaniy B KauecTBe MHAYKIMOHHOM Tepanuu BH
0a3UpPYIOTCS MPEXkKE BCETO HA MHEHUU IKCIIEPTOB.

v' OTcyTCcTBHE KOHKPETHBIX PEKOMEHIAIMH 110 TEMITY CHIKeHHs 10361 [ K 00BsicHsIeTCS pasHOOOpa3neM
KiuHu4eckux nposisienuii BH u Buenoveunsix nposisnennit CKB.

4.4

PexkoMenyeTcst B OOJIBIIMHCTBE CITydyaeB HAUMHATh UHAYKIHOHHYIO Tepanuio LD unu MM® u He BHOCUTH

CEpPBhE3HBIX KOPPEKTUB B JICUCHUE B TCUCHUE 6 MECALIEB KpOME U3MEHEHUS €keTHeBHOM 0361 ['K.

Koppekius Tepanuu BO3MOXKHO ITPU HAINYMK yOeIUTENbHBIX J0Ka3aTeIbCTB YXYy/IIIEHUS Yepe3 3 Mecsua oT

Hayasa JeueHus: yBeaunueHue Ha 50% NpoTenHypun WM KpeaTHHUHA CBIBOPOTKH KPOBHU (YPOBEHb

JTOKa3aTeIbHOCTH A).

4.5
CoxpaneHue 1eTOpoAHOM (PyHKLMHU OJ1HA U3 HauboJiee cepbe3HbIX POoOIeM y MOJIoIbIX skeHIMH ¢ BH. B
ATOM CBSI3M peKOMEH1yeTcsl Ha3HayaTh MM® B kauecTBe MHIYKIIMOHHOM TE€panuu y KEHIIUH,
IUTAHUPYIOILUX OEPEMEHHOCTD, B CBSI3U C TE€M, YTO BbICOKHE 103bI L|® MOryT mpuBecTH K HEOOpaTUMOMY

6ecriouio (YpoOBEeHb JI0KA3aTEIbHOCTH A JUTsl OLEHKU TOHAJIOTOKCUYHOCTH).

4.6

PexoMeHIaMHU 110 HHAYKIIMOHHO# Tepanuu y 60abHbIX ¢ |V wmm IV\V kiaaccom BH ¢
HAJTHYHEM MOJTYJTYHH I

PexoMenyeTcs ans JOCTHMKEHMS yilydleHus y nanueHTos ¢ BH nanHoro kinacca npo-BoanTs
MHAYKIIMOHHYIO Tepanuio ¢ ucnojib3zoBanueM LD namn MM® (ypoBeHs okazaTtenbHo-cTH C), a Takxke
Ha4YMHATH NpoBeneHue [lynbc-Tepanuu 6-MeTHIIPEIHN30I0HOM U Ha3Havath ['K BHyTph B 103ax HE MeHee |
MI/Kr/neds. Hannuue nomynyHuii yka3siBaeT Ha HeOIaronpusATHBIN AKU3HEHHBIH POTHO3 Take TIpU
CBOEBPEMEHHOM IPOBEJACHUN MHTEHCUBHOM MHAYKIIMOHHON Tepanuu, Ha3HaueHne MM B y1o3e 2 r/aeHp He
ycrymnaeT 1o 3gp@ekTuBHOCTH HHPY3UsIM BbIcOKUX 103 LID (ypoBeHs nokazatensHocTH C).

4.7

PexoMenganuu no MHAYKIMOHHOM Tepanuu y 00JabHBIX ¢ V ki1accom «Mem-Opano3nsim» BH.

ITpu nonrBepxaenun V «Membpanosznoro» kinacca BH ¢ maccuBHO# «HedpoTnyeckoii»



MPOTEHHYPHEH PEKOMEHAyeTs Ha3HavaTh mpeann300H (0.5 mr\kr\nens) B komOuHamu ¢ MM® o 2-3 r B

JeHb (YpOBEHb JI0Ka3aTeIbHOCTU A).

4.8

Pexomenaanum no Ha3HAYeHHUIO NMojAep:kuBaoileil Tepanuu 001bHBIM BH y koTopbIX
AOCTUTHYTO yJay4llleHHe 1ocJie MPoBeAeHUs MHAYKIMOHHOI Tepanuu

[Ipu nocrmwkennn y 601pHBIX ¢ BH Xopomero kimmHuko-1adopatopHoro 3¢ eKTa mocie npoBeIeHHs
MHIYKIMOHHOM Tepanuu, peKOMEHyeTcs s oAAep KaHUsl pe3ysibTaTa U YIyqlleHUs! OTJaJI€HHOTO
nporHo3a HazHaueHne MM® B no3e 2 r\nens uim Azatuornpuna 2 Mr\Kr\ieHb (YpOBeHb JI0Ka3aTeIbHOCTH B)

4.9

Pexomenaanum no n3mMeHeHun1o Tepanuu y 6001bHbIXx BH He 0TBeTMBIINX HA MHAYKIMOHHYIO

Tepanuio

B ciydasx, korga He JOCTUTHYT HOJIOKUTENBHBIA PE3YIIBTAT I10CIIE IPOBEACHUS 6-1 Me-CAYHON
WHAYKIIMOHHOMW Tepanuu riaokokoptukonaamu + L@ nnn MM®, unu yxyameHus no-ciie 3 MecsieB OT
Hayajia Tepanuu, peKOMEHAyeTcs NMePeKIIoueHne 0JHOI0 UMMYHOCYIIPECCUB-HOTO MpernapaTa Ha Jpyrow,
HarpuMep ¢ MM® na [1® nmm Hao60poT B KOMOMHAIIMY C 3-X THEBHOW Tepanuen myabc-Tepanueii (ypoBeHb
nokasarenbHocTd C).  [lpu nepeximouennn Ha [{® BO3MOKHO MCHOIB30BaHUE KaK HU3KUX, TaK M BBICOKUX
103.

[Ipu oTcyrcTBUYM 3P deKTa 0HOM UITU ABYX CXEM MHIYKIIMOHHOM Tepanuu ¢ MpUMEHEHUEM

LO\MM® moskeT ObITh UCIIOIB30BaH PuTykcuMab, (ypoBeHb gokazatenbHocTh C).

Jleuenne BH npu Hasmmuuu 6epeMeHHOCTH

[Ipu Hanuuuu 6epeMmenHocTH y *KeHIMH ¢ JIH pekomeHmyeTcs HeCKOIbKO BapuaHTOB Tepanuu. [Ipu
OTCYTCTBHH aKTHUBHOCTHU HedpuTa u BHenovyeuHbix nposisiieHnit CKB crenunanbHol Tepanuu He TpeOyeTcs.
[Ipu He3HAUUTENHbHON aKTUBHOCTH PEKOMEHYETCS Ha3HaYE€HUE aMUHOXWHOJIMHOBBIX IIPENapaToB
(mmaxkBenwn). [Ipu BeipakeHHo# aktuBHOCTH JIH M\niii BHEMTOYCUHBIX MPOSIBICHUI 00JIE3HN Ha3HAYAFOTCS
I'K B 103ax, MO3BOJISIONINX KOHTPOJIUPOBATh TeUEHUE OOJIE3HU, €CTIM HEOOXO0AUMO BO3MOXKHO JOOaBJICHHE
Azaruonpuna (ypoBeHb Joka3aTenbHOCTH C).

v’ crielyeT UMeTh B BUY, 4TO Bhicokue 1036l 'K y 6onbHbIx CKB ¢ Hammurem GepeMeHHOCTH

COTIPSKEHBI C BBICOKUM PUCKOM Pa3BUTHUS apTEPUATBLHOM TUIEPTEH3UU U caxapHoro auadeta. MMO,

H®, Huknocnopun u MeTtoTpekcaT HE Ha3HAYaIOTCA U3-3a BBICOKOT'O PUCKA PAa3BUTHUS TEPATOTE€HHOTO

addekra. TepaToreHnsiit 3pGekT A3aTnonpuHa B 103ax He 0oJiee 2 MI\KT CUUTACTCS MUHUMAJTBHBIM.

[TarmeHnTKaM € MEPCUCTUPYIOMIEN BBICOKOM aKTUBHOCTHIO JIH, yCTaHOBIEHHBIM UK

npeanonaraembiM |HI\IV xiraccom HeppuTa pekoMeHIyeTcs MpoBeIeHNE KecapeBa cedeHus mocie 28

HEACIIb.



JleueHne nmopa:keHusi HeHTpaabHOI HepBHOU cucTtembl (LIHC)

V' TICHXOHEBPOJOTHYECKHE TIPOSIBIICHUS SIBIISIOTCS HAUMEHEE U3YUEHHBIMH, H BO3-MOKHO, OJIHUMH H3
cambIx pacnpocrtpaneHHbIX nposisieHrni CKB. Tomsko B 1999 1. sxcnieptet ACR nipemnoxunu
Kiaccupukanuio u nepuHunru 19 Hanboiee H3y4eHHBIX MPOSIBICHUH MOPaKEHUS LIEHTPAIBHOMN 1
nepudeprudecKoil HepBHOU cuctembl y 6oibHBIX CKB.

v’ Jlns noareepskaenus nopakenust [IHC npu CKB He06X01MMO MPUBIIEKATH CHEIHATHCTOR
HEBPOJIOTOB U TICUXUATPOB, IPOBOIAT criermanbubie uccinenoBanus: D3I, MPT ronosHoro u
CIIMHHOTO MO3ra.

5.1
[Ipu pazBUTHUHN TSKENBIX, )KU3HEHHO-YIPOXKaIOIMIMX cocTosiHUM npu nopaxkenuu LIHC : cynoporn,
MONIEPEYHBI MUEIIUT, HEBPUT 3PUTEIILHOTO HEPBA, LIEPEOPOBACKYIUT - PEKOMEHAYETCS] He3aMeIJIUTENbHO
HayaTh npoBeeHne MHTeHcuBHOM Tepanuu nHpy3un LD mo 1000-500 Mr u — 6 MeTHAIPETHU30JI0OHA 110
1000 Mr HEeCKOJIBKO THEW moapsi ¢ nocieayromum HazHaueHueM 'K BHyTps 0,5-1,0 Mr\kr\neHs (ypoBeHb
noxkasarenbHocTu C).
5.2
[Tpu pa3BUTHH KOMBI, COMTOPA, MPOIPECCUPYIOIIET0 MUEIINTA, HATWYMH BICOKOTO ypoBHs A-JIHK m\nim
KpUOTJIOO0YJIMHOB B CHIBOPOTKE KPOBU MMOKA3aHO MPUMEHEHHE M1a3Madepesa, exeTHEBHO WU Yepe3 AeHb, C
akcdysueit 20-30 mur/Kr Beca miia3mel (ypoBeHb nokaszarenbHoctu C). HazHaueHne BHYTPUBEHHOTO
UMMYyHOTJI00yuHa B 103ax 0,5-1,0 r\kr pekoMeHyeTcs mociie OKOHYaHUsI poleAyp miasmadepesa.
5.3
[Ipu orcyrcTBuM 3 hexTa B TeueHUE MEePBhIX 3-4 THEH OT Havajga HHTCHCUBHOM TEPaIMK SKCIICPThI
pEeKOMEHIYIOT Ha3HavaTh Putykcumab mo 500-1000 mr exxeHenenpHO (MakcuMaiabHas cymmapHas go3a 2000
Mmr) (ypoBeHb jJokazarenabHoctu C).
5.4
PexoMenganuu no npumeHeHnto Putykcumaba npu xxusHeHHOyrposkatoieM nopaxennu [{THC ocHoBanbl Ha
JAHHBIX O BBICOKOH 3P PeKTUBHOCTH aHTH B-kieTouHoii Tepanuu y 60asHbIX CKB ¢ pazButnem Kombl,
KaTajerncuu, MoMepeyHoro MUEINUTA U TICUX03a, IPH OTCYTCTBUH dPQeKTa OT MPUMEHEHNS MACCUBHBIX J103

I'K, ®, nmmyHornoOyauHa u miazMadgepesa

6.0
MounnTtopunr aktusHoctu CKB
Cornacno EULAR pexomennarusm 2010 roga u npaBunamu GCP B ctangapTHoe o0OcieioBaHue
narueHTa ¢ CKB B peanbHON KIMHUYECKON MPAKTUKE TOJDKHO OBITH BKIIFOUEHO CIIEAYIOIIee:
OreHka akTUBHOCTH 3200JI€BaHUS C UCTIOIB30BAHUEM JIFOOBIX BaTUAUPOBAHHBIX UHIEKCOB
aktuBHocTH CKB
. OIICHKA CTETICHU TIOBPEXKICHHUSI OPraHOB

° OIICHKAa Ka4yCCTBA KU3HU IMallUCHTa



. HaJIMYue COMYTCTBYIOUINX 3a00JIeBaHUI

. TOKCUYHOCTH IPENapaToB

Onenka aktuBHOocTH CKB mmeer orpoMHoe 3HaueHue i BeIOopa Tepanuu. MOHUTOPHHT
aktuBHOCTH CKB Ha coBpeMeHHOM 3Tare pa3BUTHS PEBMATOJIOTHH BKIIFOYAET B ce0s CIIEMAIBLHO CO3/IaHHBIE
MHCTPYMEHTBI — UHJIEKChI aKTUBHOCTHU. Bce coBpemennble nHaekchl aktuBHocT CKB npencrasistomue
co00l KOMOMHAIMIO KIMHUYECKHX B Ja00PaTOPHBIX MPU3HAKOB BOTYAHKH, OBUTH pa3pabOTaHbI C LEbIO
CTaHJapTU3alMH OLIEHKU aKTUBHOCTH 3a0osieBaHus, 5 uHAeKkcoB akTuBHOcTH CKB mpouum Bamupanuoo u

LIUPOKO MCIONIb3YIOTCA B MUPOBOM MEAMIIMHCKOM JIedeOHOM M Hay4yHOU MpaKTUKe:

JIuteparypa:

1. Knuanueckre peKOMEH/IAIUH T10 JICUEHUIO CHCTEMHOM KPAaCHOW BOJTYAHKHU

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

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

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

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

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



	Эпидемиология
	Диагностические критерии СКВ  (ACR, 1997)
	1. Сыпь на скулах: фиксированная эритема, с тенденцией к распространению на носогубную зону.
	1. Лечение системной красной волчанки
	Общие рекомендации
	3.1
	Основная цель фармакотерапии СКВ – достижение ремиссии (или низкой активности) заболевания (уровень доказательности С), а также снижение риска коморбидных заболеваний (уровень доказательности С). Оценка эффекта терапии должна основываться на стандарт...
	2. Лечение волчаночного нефрита (ВН)
	Определение
	Лечение ВН при наличии беременности

