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1. Beoonas wacme.

[leapt0 MaHHOTO KJIMHWYECKOTO TPOTOKOJA SBJSETCS pa3paboTKa eauHOro,
JI0Ka3aTeIbHO OOOCHOBAaHHOIO aJrOpUTMa JMArHOCTUKH, JICYEHUs] W MOHHUTOPUHTA
MAlMeHTOB C TpaHyJeMaro3a C TMOJUAHTHUTOM, OOECIICUYHBAIONIIETO CBOCBPEMEHHOE
BBISIBJICHUE 3a00JIeBaHUs, MUHUMHU3ALUIO OCJIOKHEHUN U YIydlllEHHE MPOTHO3a.
IIpoTOKOJI OCHOBaH Ha MOCICIHUX MEXKIYHAPOJIHBIX PEKOMEHIAIMUAX, KIMHUYECKHUX
UCCIICIOBAHUSIX U OT€UECTBEHHOM OIBITE, YTO MO3BOJISAET aIallTUPOBATh COBPEMEHHBIEC
METOIbI JICUCHHS K CIHeUu(pUKe MEIUIMHCKOM TMPaKTUKKM B HAIIEH CcTpaHe.
MynbTUANCUUIUIMHAPHBIA TOAXOJ, BKIIOYAKOIIUKA COTPYJIHUYECTBO CHEHHATUCTOB
pa3IMuHbIX TOpoduieil, sBIASETCS KIIOUYEBBIM DJIEMEHTOM YCICIIHOTO BEJCHUS
MAIMEHTOB C CUCTEMHBIMM BaCKYJIUTaMHU.

[IpoTOKO BKITIFOYAET PEKOMEHAAIMUIN IO OLEHKE TXKECTU 3a00JIeBaHus, BEIOOPY
WHJIUBUAYaJIbHOW CXEMBI JICUCHHS, a TAKXKE aJrOPUTMBI MOHUTOPHHTA 3P (HEKTUBHOCTH
TepaIruy U KOPPEKTUPOBKH JICUCOHBIX MEPONPUITHI B TUHAMHKE 32a00JIeBaHUS.

MexayHapoanas kiaaccuukanus 6ogesneit - MKb-10/11 mugp(s1):

MKB-10 MKB-11
Koxn |Ha3Banme Kox Ha3Banmue
AA44. Al
M31.3 ['panynemaTo3 Berenepa [ paHy;eMaTo3 ¢ MOTMAaHTHUTOM

Ipyrue yrouncHHbIc Backynut, CBSI3aHHBIN C

AQHTUHENTPODUITLHBIMU

HEKPOTU3HUPYIOIINE
M31.8 BackymonaTuu AA44 A  [IUTOILUIA3MATHYCCKUMU aHTUTECIIAMU
http://mkb- . :
l(:tco/r/r1rr/]inl()jex ohp?pid=1221 https.//icd.who.int/browse/2025-
6 01/mms/ru#1020056159

JlaTa pa3padoTKu U nepecMoTpa NpoTokoJia: JlaHHBINA MPOTOKOJ ObLT pa3paboTaH B
2025 rony, nepecMoTp nipoTokosa 2028 rox;

OTBeTCTBEHHOE Y4YpexKaeHHe M0 Ppa3padoTKe [JaHHOIO0 KJIMHHUYECKOIO
NMPOTOKO0JIA M CTAHAAPTA:
TamkenTckas meguuuHckas akagemus, PCHIIMIIUT u MP.

B pa3padoTke KIMHAUYECKOT0 MPOTOKO0JIA M CTAHJAAPTA BHECJIU BKJIA/:

[lo opraHumzamum mporecca WiICHbl paldodeil TPynmbl 10 HAMPaBICHUIO
PEBMATOJIOTUS:


http://mkb-10.com/index.php?pid=12216
http://mkb-10.com/index.php?pid=12216
http://mkb-10.com/index.php?pid=12216
https://icd.who.int/browse/2025-01/mms/ru#1020056159
https://icd.who.int/browse/2025-01/mms/ru#1020056159

AnsiBu B.A. — n1.M.H., tupektop PCHIIMIIUT u MP;

I.M.H., 3aB.Kaenpoii MpomeneBTUKN BHYTpEeHHUX Oonesnenr Nel
Mupaxmenona X.T. TMA, KOHCYyJIbTaHT 110 peBmMaTosioruu M3 PVY3;

I.M.H. 3aB. nabopatopueit PCHIIMIIUT u MP t1.¢.1., riaBHbII
Paxumosa JI.A. tepaneT M3 PVY3

J.M.H., ipodeccop, 3aB. otaeneHuu peemaronorun PCHIIMIIUT u
Anunaxynosa M.IO. MP;
K.M.H., IOIICHT KaeIpsl IPONEACBTHKN BHYTPECHHUX OOJIe3HEH

Janadaea H.A. Nel TMA;
K.M.H., aCCUCTEHT Ka(eApbl IPOMEIEBTUKN BHYTPEHHHUX O0JIe3HEeH
Aopyainaes Y.C. Nel TMA.

Cnncok aBTOpOB:

I.M.H. 3aB. 1abopatopueit PCHIIMUUT u MP t1.¢.1., rnaBHbIi
Paxumona JI.A. tepaneT M3 PVY3

I.M.H., ipoeccop, 3aB. otaenenun pesmatonorun PCHIIMINUT u
Anuaxynosa M.IO. MP;

K.M.H., IOLIEHT Kadeapbl NPONeJeBTUKH BHYTPEHHUX 00JIe3HEeH
JlanadaeBa H.A. Nel TMA;
Haouesa /I.A. J.M.H. ripoeccop, 3aB.kadeapoil HakyIbTEeTCKON 1 FOCHUTAIBHON

tepanu, pod. maroioruit Nel TMA

I.M.H., ipodeccop, 3aB kad Cam['MYV rinaBHbIi peBMaTOIOT

loauxynosa I'.3. CamMapkaHICKOI 00J1aCTH;
K.M.H., IOLIeHT Kadeapsl (GaKyIbTeTCKON U FOCIUTAIbHON Tepanuu,

xypaeBa J.P. npod. matonoruit Nel TMA

Xampaes X.X. K.M.H., IOLIeHT Kadeapsl BHyTpeHHux 6ozesnei Nel CamI'MY

Bepauesa J1.Y. K.M.H., aCCUCTEHT Kadeapsl (aKkyIbTEeTCKON U TOCIUTAIHHON
tepamnuy, npod. naronoruit Nel TMA

Haxmuaaunos I'.P. I'maBHBIN peBMaToOT Pepranckoii odomacTu

Bomyponosa /I.b. I'naBHBII peBMaTonor byxapckoit o6actu

PenensenTnl:

‘

2. llykypoBa Cypaiié — a.M.H., npodeccop, uwieH-kopp. HAHT, 3aBemyromas kadenpoii

MakcynoBHa Tepanuu u KapAHOpPEBMATOJIOTUH roy «MHCcTUTYyTA
MOCIEANINIOMHOTO0  oOpazoBaHusi B  cdepe  3apaBOOXpaHEHHS
Peciyomuku Tamkukucrany, riaaBubelii TtepaneBr M3 u C3H PT,
mpeJceaaTenb accolMalii TepaneBTOB U peBmaronioroB PT, unen
[Ipesnnuyma A3suarcko-THXOOKEaHCKOW JUTH TPOTUB pPEBMATH3Ma
(APLAR).

- Knmunnyeckuii mpoTtokon Obul  yTBepXkAeH Ha YyuéHoMm coBere TMA
npotokosioM cooparus Ne8 ot 26 mapta 2025 rona.

- Knunuueckuii mpoTokos ObUT YTBEpPXKICH IO HampaBiieHuio Tepamus 1o
metoguku ATPED No_ ot amnpens 2025 rona.

TexHuueckas IKCIIEPTHAA OIICHKA M PCIAKTUPOBAHUE:



PhD V.AOaymraeB — TamikeHTcKas MeIMIMHCKAs —akajaeMmus, Kadeapa
NPONEACBTUKY BHYTPEHHHUX Oose3Heit Nel

JKCIEepPTHAsT  OUEHKA  CHEeHUAJHUCTOB  JKCHEPTHOW  rpynmbl NP
MuHucrepcrBe 31paBooxpaHeHus Pecnydmku Y30ekucran:

H.X.TyxtaeBa — 1.M.H., IOLEHT Kadeapbl NPONEeACBTUKN BHYTPEHHUX OOJe3HEH
No2 TalkeHTCKOU MEIUIIMHCKON aKaJIeMUH.

HacTosmuii HallMoHaNbHBIN KIMHUYECKUNA MPOTOKOJ M CTaHAapT pa3paboTaHbI
0Ji PYKOBOJICTBOM 3aMECTUTENII MHUHHUCTpa 3ApaBBOXpaHeHUs bacutxanoBoil 3.0,
HayaJbHUKA YNpaBJIECHUS MEIUMUMHCKOro crpaxoBaHus Aismapaonoa IILK.,
HayaJbHUKA OTAENA pa3pabOTKU U BHEAPEHUS KIMHUYECKUX MPOTOKOJIOB U CTaHIapTOB
Hypumoson III.P., a Takxe ¢ opraHM3aiiuOHHOW U NPAKTUYECKON MTOMOIIBIO TJIaBHOT'O
crienmanucra ornena xxymaesoit I'.'T. n Beaymero cnenuanucra otaena PaxumoBon
H.O.

Hacrosimuii HalfmoHaNbHBIN KIMHUYECKUM MPOTOKOJ M CTaHJApT pa3paOoTaHbl
MOJT PYKOBOACTBOM 3aMECTUTENSl MHUHHUCTpa 3JpaBBOXpaHeHUd bacuTxaHoBonl 2.0,
HayaJbHUKA yOpPaBICHUS MEAUIMHCKOro crpaxoBaHus AinmapaonoBa IILK.,
HayaJbHUKA OTAENA pa3pabOTKU U BHEAPEHUS KIMHUYECKUX MPOTOKOJIOB U CTaHAAPTOB
Hypumogoii III.P., a Takke ¢ OpraHM3allMOHHON M NPAKTHYECKON MOMOIIBIO TIaBHOTO
crienquanucra ornena Jxkymaesor I.T. m Bemymero crenuanucra oraena PaxumoBon
H.®.

Beimucka w3 1mporokosia  3acenanus  KoopIMHALMOHHOrO  coBeTa  IIpHU
MunucrepcTse 3npaBooxpanenus Ne ot anpeins 2025 roaa.

IHonb30BaTe/ M MPOTOKOJIA MO JAHHOM HO30JI0THH !
1. PeBmarosmoru;
2. TepaneBTsl;
3. Cemeiinbie Bpauu,
4. Hedponoru;
5. JlepmMatoBeHEPOJIOTH;
6. CTyaeHTsI cTapmux KypcoB MeAUIIMHCKUX BY30B, MarucTpel v KIMHUYECKHE
OpPJAMHATOPHI.

KaTeropml NanmMueHToB B Z[aHHOﬁ HO30JI0THUMH.



bonbHbIE C rpanyJIEMaTO30M C ITOJIMAHTUHUTOM.

IKAJIA OIEHKH KJIACCOB PEKOMEHJIAIIA

Kuaace Onucanue 3HayeHue
JlokazaHo, 4YTO NaHHBIN BUJI JICUYCHUS WIIH Pexomenmyercs/
| JAMArHOCTUKH TOJIe3eH U () (HEKTUBEH. IIOKa3aH

CyIiecTBYIOT MPOTUBOPEUYHBHIC TOKA3aTSILCTBA
W/WITA MHEHUS O TI0J1b3e/9(P(EeKTUBHOCTH JIAHHOTO

1
BU/IA JICYCHUS NN JTUATHOCTHUKH.

la [IpeobmamaroT qoKa3aTeILCTBA/MHEHHS, [lenecoobpa3zno
CBHJICTEJILCTBYIOIINE O TOJIh3¢/3((HEKTUBHOCTH. MPUMEHSTH
MoXHO paccMOTpeTh
b Cy1iecTByIoIIMe J0Ka3aTeIbCTBA/MHEHUS B

MEHbIIIEH CTENEH! MOATBEPKIAI0T
063y/2(PHEKTUBHOCTH TAHHOTO BU/IA JICUCHUSI.

i He pexomenayercs
JIoKa3aHO WM TIOCTUTHYTO COTJIAILIEHUE, YTO

JTAHHBINA BUJI JICYECHUS WIU JUATHOCTUKHU HE
rose3eH/He 3 (PEeKTUBEH, a B HEKOTOPBIX CIIydasx
MOXET OBITh BPE/CH.

[Ixana oHeHKH CHJIBLI J0KA3aTEJIbCTB
(1191 TMArHOCTHYECKUX BMelIaTe/IbCTB)

YPOBeHb AOCTOBECPHOCTH JOK03aTECJ/ILCTB

Cucremaruueckue  0030pbl  KOHTPOJMPYEMBIX  HMCCIEIOBAaHMH €  HCIIOJIb30BaHHEM
pedepeHTHOro MeTofa WM CHUCTEeMaTH4YeCKUue 0030pbl paHAOMU3MPOBAHHBIX KIMHUYECKUX
VICIIBITAHUH C UCIIOJIb30BAHUEM METAAHAIN3A

CucreMaTudeckue O630pI)I OTACJIIBHBIX KOHTPOJHUPYEMBIX HCIIBITAHUN HIIH OTACIBbHBIX
PaHAOMU3UPOBAHHBIX KIMHUYCCKUX HUCIBITAaHUN U I/ICCJ'IG,ILOBaHI/Iﬁ 000ro ):[I/I3aI>'IHa, 3a
HCKIIIOYCHHUEM CUCTEMATHYCCKUX O630pOB PaHAOMU3HUPOBAHHBIX KIMHHYCCKUX HCIIBITAHUU C
HCIIOJIb30BAHMECM MCTaaHaJIn3a.

UccnenoBanusi, TNpoBeAEHHbIE C  HCIOJIb30BaHHMEM  pedepeHTHOro  Merojna  0Oe3
MOCJIEIOBATEIbHOTO ~ KOHTPOJS WM  HE3aBUCMMO OT  H3Yy4aeMoro MeToja, Wi
HEpaHJAOMHU3WPOBAHHBIC CPABHUTEIILHBIC UCCIICIOBAHMSI, BKITIOUasi KOTOPTHBIE MCCIICTOBAHUS

o

HeCpaBHI/ITeJ'ILHI)Ie HCCICA0BAHMS, OITMCAHNEC KIIMHUYCCKOTO Ciy4das

Hmeetcs nuib 000CHOBaHUE MEXaHH3Ma JIENCTBUS WJIM MHEHHE OKCIICPTOB

IIIkaja OeHKH CHIIBI J0KA3aTEeIbCTB
(1J1s1 MPOPWIAKTHYECKHUX, JIe4eOHBbIX H PeadMIUTAIMOHHBIX MEPONPHATHIN)

YpoBeHb 10CTOBEPHOCTH 10K03aTeJILCTB

CucreMaTH4eCcKui O630p PAaHAOMHU3UPOBAHHBIX KIIMHUYCCKUX HUCCIIe0BaHUI C
HCIIOJIb30BAHHUEM MCTaaHaJIM3a

Cucrematuueckre 0030pbl BBIOPAHHBIX PAHIOMU3HUPOBAHHBIX KIMHHUYECKUX HUCHBITAHUN U
WCCIIEOBaHUM  JIOOOTO  Jau3aifHa, 3a  HWCKIIOYEHHEM  CHCTEMAaTHYEeCKHMX  0030pOB
PaHIOMU3UPOBAHHBIX KIIMHUYECKUX UCIBITAHUH C MCIIOJIb30BAHUEM METaaHan3a.

HepaH}IOMI/ISI/IpOBaHHI)Ie CPaBHHUTCJIBHBIC UCCIICAOBAHM A, BKIIFOYasd KOTOPTHBIC UCCICOOBAHUA




HeCpaBHI/ITeJIBHBIe HCCIICOO0BaHHA, OIMMCAHHUC KIIMHHUYCCKOI'O Ciiydas HJIIM CCpUU CIIydacs,
HCCICOOBaHUA «CJ'Iy‘IﬂfI-KOHTpO.TIB»

Hmeercs nmmb 00OCHOBaHHME MeEXaHU3Ma ,HGI\/'ICTBI/IH BMCIIATCIILCTBA (IIOKJII/IHI/I‘-IGCKI/IG
I/ICCJ'IC,I[OBaHI/ISI) NJIM MHCHHUE SKCIICPTOB

IlIkaya onpeneseHNs YPOBeHsl YOeAUMTEJIbHOCTH PEKOMEHIAMH

YpoBeHb YOeIUTEJIbHOCTH PeKOMeH 1AM

Onno3HauyHas (CuUibHAs) pEKOMEHJaIus (BCe paccMarpuBaeMbie KpuUTepuH 3(P(HEKTHUBHOCTH
(MCXOJIBI) SIBJISIFOTCS] BXKHBIMHU, BCE MCCIICIOBAHUSI UMEIOT BBICOKOE HIIU YAOBICTBOPUTEIILHOE
METO/IOJIOTUYECKOE KAYeCTBO, HMX BBIBOJABI [0 MHTEPECYIONIMM HCXOJaM  SIBJISIFOTCS
COIJIACOBaHHBIMH)

Heonno3naunast (ycinoBHasi) pekoMmeHjanusi (HE Bce paccMaTpuUBacMble KpUTEpUU
3¢ (HeKTUBHOCTH (MCXOMBI) SBISIFOTCS BaKHBIMH, HE BCE MCCIICOBAHHS MMEIOT BBHICOKOE HIIU
YIIOBJIETBOPUTEILHOE METOJ0JOTMYECKOe KAaYeCTBO W/WIIM UX BBIBOJBI 1O HHTEPECYIOIIUM
MCXO0JIaM HE SIBJISIFOTCSI COTJIACOBAHHBIMU)

Huskas (cnabast) pekoMeHmanusi — OTCYTCTBHE JIOKa3aTeNIbCTB HAJIEkKAIIETro KadecTBa (Bce
paccMaTpuBaeMble KPUTEPUH IPPEKTUBHOCTH (MCXOIbI) SBISIFOTCS HEBAXKHBIMH, BCE
WCCJICIOBAHMSI UMEIOT HU3KOE METOA0JIOTHYECKOe KAueCTBO M UX BBIBOJIBI IO MHTEPECYIOIIUM

ncxoagam HE ABJIAIOTCA COI‘J'IaCOBaHHLIMI/I)

CIIMCOK COKPAILIEHU

I'TIA - rpanyneMaro3 ¢ NOJUAHTUUTOM

AHIIA - anTuHedTpOoPMIbHBIC TUTOTIA3MATHYECKHE aHTUTEA
AJl — ApTepuanbHoe 1aBJIEHUE

AKP - AMepukaHCKas KOJUIETUSI pEBMATOJIOTOB

AKPnenu — Ilennatpuueckne Kpurepun AMEpUKaHCKON KOJUIETUHA PEBMATOJIOTOB
AH® — AnTunykneapssiii (hakTop

ANCA- AHTH-HEUTpO(PHUIBHBIC IMTOMIIA3MATHIECKIE aHTUTENA
ALLII — AaTrTena K IUTPYJUIMHUPOBAHHOMY IIENITHTY

B3K — BocnanurenbHble 3a0071€BaHUST KUIIICUHUKA

BUY — Bupyc ummyHoaeduiTa yeaoBeka

I'B — I'panynemaro3 Berenepa

['UBII — I'enHO-MHXEHEPHBIE OMOJIOTUYECKUE TTpEnapaThl

I'K — I TFOKOKOPTUKOUTBI

['H- I'nmomepynonedput

I'TIA — I'panynemaTo3 ¢ moauaHTUUTOM (TpaHysnemaro3 Berenepa)
JHK — Jle30kcupubOHyKIEHHOBAsI KHUCIOTa

AKKT — JKeny104HO-KUIIEYHBIN TPAKT

KT — KomnberotepHast Tomorpadust

JIC — JlekapcTBEHHOE CPEACTBO

JIOK — Jleuebnas ¢puskyabTypa

ME — MexnayHapoiHasi €IMHHALA

MHO — MexnyHapoaHo€ HOpMAJIN30BAHHOE OTHOIIEHUE

MITA — MUKpPOCKOTTUYECKUI TOTUAHTUUT

MPA — MarautHo-pe3oHaHCHasi aHTHOTpadus

MPT — MarautHo-pe3oHaHCHasi TOMOTpadust

HIIBII — Hecteponanbie MpOTUBOBOCIIAIUTENBHBIE ITPEAPATHI
OPU — Octpas pecriupaTopHas nHDEKIUs

P® — PeBmarouanslii paktop




COD3 — CkopocCTh OCEaHNs SPUTPOITUTOB

CPb — C-peakTuBHBIN 0€JIOK

VY31 — YabpTpa3ByKOBOE UCCIEIOBAHUE
V3-nonmneporpadus — YapTpa3zBykoBas gonruieporpadus
YOO — VabrpaduoneroBoe 001yyeHHE

OHO — ®akTop HEKPO3a OMYXOJIH

HC — llenTpansHasi HEpBHAs CUCTEMA

[IMB — IlutomeranoBupyc

OKTI' — Dnexrpokapauorpadus

Ix0KI" — Dxokapauorpadus

EULAR — EBponeiickas jura npoTUB peBMaTu3Ma



Coaepxanue

HAIIMOHAJIBHBIE  KIIMHUMYECKHUE IIPOTOKOJIbI JUAT'HOCTHUKU W JIEYEHUA
HO3OJIOTMYECKOOI'O 3ABOJIEBAHUA «I' PAHYIIEMATO3 C IIOJIMAHTTUTOM»............ 11

HAIIMOHAJIBHBIE KIIMHMYECKHE ITPOTOKOJIbI 110 JIEHEBHBIM BMEIIATEJIbCTBAM
TP HO30JIOTUU «'PAHYJIEMATO3 C [IOJIMHAHI YTOM ..o 61

HAITMOHAJIbHBIE KIIMHNYECKHNE I[MTPOTOKOJIbI [TPOOUNIIAKTUKMN,
JUCIHAHCEPU3AIIMM W PEABMJIMTAIIMM  HO3OJIOTUYECKOI'O  3ABOJIEBAHUA
«PAHYJIEMATO3 C IIOJIMAHITIFTOMD . ...t 68
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HAIIMOHAJIBHBIE KIIMHUYECKHUE TPOTOKOJIBI ITO
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2. OcHOBHAsl 4YaCTh

I'panynemaro3 ¢ momuanruutom (I'TIA) — 3TO penkoe, HO KpailHE cepbe3HOe
3a0oeBaHue, OTHOCAIIEECS K TpPYIIe AHTHHEUTPO(QUIbHBIE IUTOIIA3MAaTHUYECKUE
antutena (AHILIA) - accounnpoBanubix BackynutoB. [ TIA BcTpeuaeTcss mpuMepHO B 2—
14 cnyyaeB Ha MWIJIMOH HACEJEHUS B TOJ, B 3aBUCUMOCTH OT PETHOHA M METOJIOB
uccienoBanus. 3a001eBaHNEe MPEUMYIIIECTBEHHO AUATHOCTUPYETCS Y B3POCIIBIX, YaIle
Bcero B Bo3pacte oT 40 1o 60 neT, XOTs BO3MOXKHBI U JPYTHUE BO3PACTHBIEC TPYIIIIHI.

I'TIA xapakTepu3yeTcs arpecCHUBHBIM KIMHUYECKUM TEUYEHHEM C MOPaKEHHEM
BEPXHUX U HWKHHX JIbIXATEJbHBIX IyTEH, MOYEK U APYTUX )KU3HEHHO BAXKHBIX OPraHOB.
IIpr OTCYyTCTBMM CBOEBPEMEHHON IUArHOCTUKH W aJE€KBATHOI'O JIEUCHHS BO3MOXKHO
pPa3BUTHE CEPHE3HBIX OCJIOXKHEHUH: TIOMepyloHe]puTa, JIETOYHBIX KPOBOTECUCHUM,
OTKAa3a OpPraHOB M [JaXX€ JETAIbHOrO HCXoJa. PaHHAS JHMAarHoCTMKa, AaKTUBHOE
MPUMEHEHUE HMMYHOCYNPECCUBHON Tepanmuu W MEXKIAUCIUIUIMHAPHBIN  MOJIXO0]
CYIIECTBEHHO YJIYYIIAIOT MPOTHO3 MAlMEHTOB, CHIXKAasl PUCK TSKEIBIX ACCOIUMALNN 1
MOBBIIIAsE KAYECTBO KU3HH.

HecmoTtpst Ha HHM3KYIO pacnpocTpaHeHHOCTh, ['TIA nmeeT BBICOKYIO KIMHUYECKYIO
3HAUYUMOCTh OJarojapsi CBOeW arpecCMBHOCTH U TOTEHIIMANY BBI3BIBATH TSKEIbIC
CUCTEMHBIE OCJIO)KHEHHsS. JTO OOyClaBIMBaeT HEOOXOJUMOCTh IOCTOSHHOTO
OOHOBJICHUSI JTMaTHOCTUYECKUX M JICYEOHBIX MPOTOKOJOB, a TaKXKe TIIATEIbHOTO
MOHUTOPHUHTA MAIIUEHTOB.

['panyneMaro3 ¢ TOJIMAHTUUTOM MPEACTaBISICT CcOOOM  ayTOMMMYHHOE
3a00JIeBaHME, XapakTepu3yrouieecs HEKPOTU3UPYIOIIUM IpaHyJeMaTO3HbIM
BOCIIAJICHUEM CTEHOK MEJIKUX M CPEJHUX KpPOBEHOCHBIX COCYNIOB. 3aboiieBaHuE
MIPEMMYIIECTBEHHO MOPa)KaeT BEPXHHE [bIXaTEIbHbIE YT, JIETKUE U MOYKH, YTO
MOXET NPUBOAUTH K TSKEJbIM OpraHHbIM HapylueHusiM. Kinnudeckoe teuenune ['TIA
OOBIYHO arpecCUBHOE U TpeOyeT CBOEBPEMEHHON JUArHOCTUKM M KOMILIEKCHOTO
JICYCHUSI, BKJIIFOYAIOUIETO MPUMEHEHUE KOPTUKOCTEPOUIO0B, UMMYHOIEIPECCAHTOB U, B
psle ciydyaeB, OMOJIOTUYECKUX areHToB. be3 ajiekBaTHOM Tepanuu 3a00JIeBaHUE MOYXKET
MPOrPECCUPOBATH A0 MOJMOPTaHHON HEAOCTATOYHOCTH, CYLIECTBEHHO MOBBIIIAS PUCK
J€TaJILHOTO UCXOJa. https://rheumatology.org/vasculitis-guideline#2021-anca-
associated-vasculitis-guideline https://www.eular.org/recommendations-management

Knuanueckass knaccudukamus rpaHyJeMaro3a ¢ TOJUAHTUUTOM C  YYETOM

ATUOJIOTHYECKHX, TATOTEHETUYECKHUX (DAKTOPOB U CTaAiA 3a00JICBAHNUS:

Kpurepuii kaaccupuxkanuu Onucanmue Ipumeuanus/Ilpumepsl
ITHOJIOTUYECKAS
KJIaccupuranms
OTtcyTcTBHE SIBHBIX
BHEIIHUX TPUTTEPOB; Ocuognoit tun I'TIA,
Nnuonatuaeckas hopma pa3BUTHE O0YCIOBJICHO  KOTJa BHEIIHHE (PaKTOPbI
TE€HETUYECKOI HE BBISBIISIOTCS

TPeIPACIIONOKEHHOCTHIO
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Kpurepuii kaaccupuxkanum

DKOJIOTUYECKH 00yCIOBICHHAs
dhopma

WubeknrnonHO-TpUrrepHast
dbopma

ITaToreneruveckast
KjIaccupuranus

AHITA-nonoxutensHas Gpopma
(PR3-AHILIA)

MPO-AHIIA-nionoxuTtenbHas

dbopma

['panynemaro3Hoe BOCIIaJICHUE

ONHUTSHETUYCCKUE N3MCHEHMS

Onucanune

Y IMMYHHOU
TACPETYIISIIUEN

Bnusiaue BHEImHUX
areHToB (IbLIb, KPEMHUM,
XUMHUKATHI), KOTOPHIE
MOTYT CIy>KUTb
TPUTTEPOM 151
HapyUIEHUS] UMMYHHOTO
OTBETa

Xpoandeckne HHHEKITHH
(Hanpumep,
cTapUIOKOKKOBAsI
KOJIOHHM3AIHSI BEPXHUX
JIIXaTENIbHBIX ITyTEeH)
3aIyCKarT
ayTOMMMYHHBIH TTpoIiecc

Bricokue tutpel PR3-
AHIIA, Benymue K
aKTUBAIMU HEUTPO(DUIOB
Y Pa3BUTHUIO
HEKPOTHUYECKOTO
BaCKYJIUTA C
rpaHyJeMaTO3HbIM
BOCHIAJICHUEM

HNuorna BcTpeuaercs;
Yale aCCOLUUPYETCS C
MHUKPOCKOTTUYECKUM
ITOJIMAHTHUTOM, HO MOKET
HaOmonatbes u pu 'TTA

XPpOHUYECKOE BOCIAJICHUE
¢ obpa3oBaHUEM
IpaHyJieM, COCTOSIIINX U3
Makpoharos u
AMM(GOIUTOB

MonexkynspHbie
MOIU(DUKAITUH
(mampumep, JHK-
METUIIUPOBAHUE),
BIIMSIONIME HA
AKCIPECCUIO I'€HOB,
PEryJINpYIOLINX
VMMYHHBIN OTBET

13

Hpumevanusi/ITpumepsnl

HabGmronmaercs y
MMaIfeHTOB,
MOJIBEPTaABILINXCS
JUTATEIIbHOMY
BO3JIEUCTBUIO
3arpsA3HSAIONIMX BEIIECTB

Nudekuu moryT
BBICTYIIATh B POJIH
aJAbIOBAHTa, CTUMYJIUPYS
ayTOMMMYHHBIN OTBET

XapakTepHo I
KJIACCUUECKOU CUCTEMHOM
dbopmsl ['TIA

Menee xapakTepHa s
I'TTIA, onHako BakHA IS
nuddepeHnnanbHOTro
JMarHo3a

['panynemsbl BBISBISIOTCA
npu
TUCTONATOJOTHUYSCKOM
HUCCIeIOBAaHUN TKaHEH

CoBpeMeHHbIE
UCCJIeI0BAHUS
MOAYEPKUBAIOT POJIb
SIUTEHETUKU B
MaToreHe3e



Kpurepuii kaaccupuxkanum Onucanue Hpumevanusi/ITpumepsnl
CraamniiHas kiaccupurkanus

[IpenmyiecTBeHHOE
MOPAKEHNE BEPXHUX
JbIXaTEIbHBIX MTyTEU
(pUHUT, CUHYCHT,
HOCOBBIE 5I3BbI) C
MUHHUMAJIBHBIM WJIH

IIpu cBOEBpEMEHHOM

Pannsis (orpaHuyueHHas) CTaaus JTMAarHOCTUKE TPOTHO3

OJIaronpusTHHIN
OTCYTCTBYIOLIUM
MOPAXXEHUEM MTOYEK U
CHUCTEMHBIMU
CUMIITOMAMH
MHoroopransHoe
MOpaKeHUE: BepxHUe 1 TpedyeT arpeccuBHOU
HWKHUE JIbIXaTEIbHBIC Tepanuu (BbICOKUE A03bl
['enepanuzoBanHas (cucremMHasi)
cTamms yTH, IOYKH, TJIa3a, TIIFOKOKOPTHUKOUJIOB,
HEPBHAs CUCTEMA; nukiohochaMu] Win
BBIPKEHHBIE CUCTEMHBIE PUTYKCHUMAO0)
CHUMIITOMBI
Hannune kputnueckunx
OCJIOKHEHMH (1K 3Has
(mapy Heo06xoamuMbl
albBEOJISIpHAL
. HEOTJIOKHBIE MEPBI,
Tsxénast/>KU3HEHHO OIacHast remMopparusi, ObICTpPO
CTaus IIPOTPECCUPYIOLINI BOIMONHO, ©
porp by UCIIOJIb30BAaHUEM
rJIoMepyJoHePUT,
mnasmadepesa
TsDKEJIasi MoYeyHast
HEJI0CTaTOYHOCTD)

[uxnrueckue 000CTpeHUs
Y PEMUCCUHU, HAKOIUIEHUE JlonrocpoyHbIi
XpoHuueckas/pelunBUpPYyIoiias HeoOOPaTUMBIX U3MEHEHIU MOHHUTOPHUHT U KOPPEKITUs

cTaaus (¢pubpo3, ckiepos) B Teparuu HeOOXOAUMBI JIJIS
opraHax, CHWKEHUE UX  TOJJIEPKAHUS PEMUCCUH
(byHKIIMOHATBHOCTH

Ota Tabiuia OTpakaeT COBPEMEHHbIC TMPEACTABICHUS O KIMHUYECKOU
knaccupukanmu  ['TIA, mnO3BONSAIONIYI0O  YYUTHIBaTH KaK  JTHOJOTMYECKUE U
MAaTOTCHETUYECKHEe OCOOEHHOCTH 3a00JIeBaHUs, TaK W €ro NUHAMHKY (cTaauu). Takoi
KOMIUIEKCHBIH TMOAXOA CHOCOOCTBYeT OoJjiee TOYHOM JMarHOCTHUKE U BBIOOPY
I/IHI[I/IBI/II[yaJ'H/ISI/IPOBaHHBIX CXEM JICUCHUA.

https://rheumatology.org/vasculitis-quideline#2021-anca-associated-vasculitis-
guideline https://www.eular.org/recommendations-management

ACR u EULAR o0HOBuUIM KpuTepuu KilaccH(UKalMK TpaHyJieMaro3a ¢

IIOJIMAaHT'MHUTOM. KpI/ITepI/II/I CIeayCeT HNPUMCHATL TOJIBKO B ClIydac, C€CJIM BaCKYJIUT
MaJlblIX MM CPCAHHX COCYAOB VYIKC JHAHOCTHUPOBAH, IIOTCHLHAJIBHBIC <«MACKH»
BaCKyJIMTa OBLIN HCKJIIIOYCHEI. AMepI/IKaHCKaH KOJJICTUA PE€BMATOJIOTOB
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nepecmaTpuBasia kputepud B 1990 roay, Torga rpaHysieMaro3 € IOJMAHTHUTOM
Ha3bIBaJIcs rpaHysiemaTo3 Berenepa. B 2011 roay ObL10 mpeaioxkeHo NeperuMeHOBaTh
3a0oieBaHUE C TIOCIEAYIONIMM IIMPOKUM BHEJAPEHHEM HOBOM TEPMUHOJIOTHH.
Okcrieptel ACR u EULAR  ykazanu, 4YTO NEepecMOTp BbI3BAH CHHI)KCHUEM
YyBCTBUTEIBHOCTH  KpuTepueB 1990 roma  (0coOeHHO  JJii  BacKyJWTOB,
ACCOLIMMPOBAHHBIX C AHTUHEUTPO(DUIBLHBIMU [TUTOIIIA3MATHYECKIMH AaHTUTEIAMH).

Kpurtepun kiaccupuxanuu rpanyiaemarosa ¢ noauanruutom (ACR/EULAR,
2022)

Kpurepun bamer

Knunuueckue kpurepuu

HazanbHble CHUMITOMBI: KpPOBSHUCTBIE BBIJCIEHUS, $3Bbl, KOPOYKH,
3aCTOM, 3aKymopKa HOCOBBIX XOJI0B Wi nedekT/mepdopaiins HOCOBOH | +3
MEPETOPOIKH

[Topaxenue XpsIIeBbIX CTPYKTYp (BOCHAJICHUE XPsIIIIe HOca UK yXa,
XpUIUTBI  TOJIOC WM CTPUAOP, MOPAKEHHUE HHAOOPOHXUANBHBIX | +2
XpsILed Wiu cesIoBUAHAs AepopMalinst HOCa)

KoHnykTuBHAs MM CEHCOHEBPAJIbHASI TYTOYXOCTh +1

JlaGopatopHble KpUTEPUH, JaHHBIE BU3yIU3allMU U OMOTICUH

IHonoxxurenpHbIN TECT Ha MATOIUIA3MATUYCCKUU THUII
aHTUHEHUTPOPUIBbHBIX nUTOIIa3MaTudeckux aHtutTen (CANCA) wmm | +5
aHTHTENa K ipoTenHase-3 (aHTuPR-3)

V350BbIe, 00beMHBIE 00pa30BaHUS B JIETKUX WM MOJIOCTA HA CHUMKAX 2
OpPraHoOB I'PYJIHOM KJIETKH

I'panynemMa, »KCTpaBacKyJsIpHOE TPaHYJIEMATO3HOE BOCIHAJIICHHE WIIU +
TUTAHTCKUE KIJIETKU B OMOTICUU

Bocnanenue, ymioTHEHHE WIM BBIIOT B HOCOBBIX/OKOJOHOCOBBIX 1
nasyxax, Uil MacTOMJIUT Ha CHUMKax

[TayrmuuMMyHHBIH TII0MepyIOHEeDPUT TIO TAHHBIM OHOTICUA +1
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[TonoxxurenpbHBIA TECT Ha TMEpUHYKJIEApHbIE AaHTUHEHUTPOPUIbHbIE
nurornasmatuyeckue  anturena (pANCA) wmum anturena K | -1
Muenonepokcuaaze (antu-MPO)

Conepsxanue 203uHO(UIOB B KpoBH >1x10%1 -4

HpI/I BBIABJICHUN KPUTCPpUA H3 ACCATH IIPHUBCACHHBIX, CJICAYCT CYMMHUPOBATH
Oambl. [y kaccuukauy rpaHysieMarosa ¢ MoJMaHTMUTOM CyMMa JI0JKHA OBITh >5.
KpHTepI/II/I NpCaAHa3sHa4YCHbI IJIA KJIaCCI/I(i)I/IKaHI/II/I BACKYJIMTOB W HC IIOAXOOAT OJIA
YCTAHOBJICHHA JHUAI'HO3ada BACKYJIMTA. HGHB KJIaCCI/I(bI/IKaHI/IOHHBIX KpUTCPHUCB —
auddepeHIupoBaTh Clydyau IpaHylieMaTo3a ¢ MOJMAHTHUTOM OT aHAJIOTUYHBIX THIIOB
BacKyJuToB. [lo3TOMY KpuTepun cieayeT NTpUMEHSTh TOJBKO B ClIy4ae, €CIy BaCKYJIUT
MaJIbIX HJIN CpeI[HI/IX COC}’I[OB Y)KC I[I/IaFHOCTI/IpOBaH, U BCC INOTCHIHUAJBHBIC «MACKHN»
BaCKyJIUTa OBLITM UCKITFOUEHBI. https://pubmed.ncbi.nlm.nih.gov/23418895/
https://rheumatology.org/vasculitis-quideline#2021-anca-associated-vasculitis-guideline
https://www.eular.org/recommendations-management

FpaHYJICMaTOB C INOJIMAHTUUTOM CUUTACTCA MHOFO(l)aKTOpHBIM 3a6OJICBaHI/I€M, B

OCHOBE KOTOPOTO JIEKUT B3aUMOJCHCTBUE TEHETUYECKHX, HWMMYHOJIOTHYECKHX,
AKOJIOTUYECKUX U MHGEKIMOHHBIX ¢akTopoB. Tounas mpuuumna [I'TIA 1o xoHIa He
BBISICHEHA, OJIHAKO  HAKOIUICHHBIE  JAHHBIE  CBUJETEIBCTBYIOT O  CJOXKHOM
MEKKJIETOYUHOM U MOJICKYJIPHOM B3aUMOJICHCTBUM, MPHUBOJAIIEM K HaPYIICHUIO
MMMYHHOTO KOHTPOJIS HaJl BOCIAJIUTEIbHBIMU Tpolreccamu. KoMIsieKkCHOe TOHUMaHue
ATUX MEXaHU3MOB TO3BOJISIET pa3paldaTbiBaTh HOBBIE CTPATETUHU JUATHOCTHUKH,
NporHo3upoBaHuss W Tepanuu ['TIA, HanmpaBieHHble HAa  MUHHUMM3ALUIO
BOCIIAJIMTEILHOTO MpOIlecca U MPEayNpPexAeHIE PeUINBOB 3a00IeBaHU.

[laTorene3 rpanyineMaro3a € TOJWAHTUUTOM TMPEJCTABISET COOOM CIIOXKHOE
B3aMMO/JICUCTBUE TEHETHYECKUX (DAKTOPOB, HMMMYHOJIOTHYECKOU JUCPEryJsinuu (B
NepBylo ouepennb, depe3 oOpazoBanue PR3-AHIIA u mnocnenyroinyro akTHBaIUIO
HEUTpO(UIOB),  XPOHUYECKOTO  IPaHyJIeMaTO3HOTO  BOCHAJICHUs, a  Takke
AKOJIOTMYECKUX U UH(PEKIMOHHBIX TpuUrrepoB. IlatoreHes rpaHynemarosza ¢
MOJIMAHTUUTOM  TIPEACTABISIET COOOM CJIOKHOE B3aUMOJICHCTBHE TE€HETUYECKHX
(hakTOpOB, UMMYHOJIOTUYECKON TUCPETYIIAIUU (B MEPBYIO 0YEpe/lb, Yepe3 00pa3oBaHUe
PR3-AHIIA wu mocienyromyl0o  aKTHBAIMIO  HEUTPODHUIOB), XPOHUYECKOTO
IPaHyJIeMaTO3HOTO BOCTIAJICHUS, @ TAK)KE DKOJIOTMYECKUX U MH(PEKIIMOHHBIX TPUTTEPOB.

3. MeToabl 00ci1e10BaHNs, METOAMKH, MOAXOAbI K JIEYEHUI0 U JHATHOCTHYECKHE
NpoLecChI
Kanoow! y nartuenTo ¢ I'TIA MoryT ObITh pa3HOOOpPa3HBIMU, TOCKOJIBKY

3a001€eBaHUE 3aTPAruBaeT HECKOJIBKO CUCTEM U OpraHoB. OCHOBHBIE 5Kaji00bl
BKJIFOYAIOT:

7Kayi00b1 €O CTOPOHBI BEPXHMX IbIXATEIbHbIX MyTeii:

o XPOHUYECKHUN HACMOPK, PUHUT, CHHYCHT.
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o HocoBbie kpoBoTE€UEHUS U 0Opa30BaHKE KOPOK, SI3B HA CIM3UCTON HOCA.

o 3aJ0XEHHOCTh HOCA, CHUKEHUE OOOHSHUS.

o bonb unn nuckomdopt B 006J1aCTH HOCA U Ma3yX.

7Kan00b1 o CTOPOHBI HUZKHHUX IbIXaTeJIbHBIX MyTel:

o Karmenb, KOTOpbIi MOKET OBITh CYXUM WM C OTXO0XKJACHUEM MOKPOTHI.

o I'emonTH3 (Kamenb ¢ MPUMECHIO KPOBH).

o Omrymenne 3aTpyJHEHHOTO JBIXaHMS, OJBIIIKA, OCOOCHHO TIPH (PU3NIECKON
Harpyske.

o bonb B rpyam.

7Kano6b1 CO CTOPOHDBI MOYEK:

o OrtcyTrcTBUE crieUPUUECKUX CUMITOMOB Ha PaHHUX dTarax, HO IpH
MIPOTPECCUPOBAHUM 3a00JI€BaHUS MOTYT MOSIBIIATHCS IPU3HAKU MOYECUHOM
HEJOCTATOYHOCTH.

o B03MOXHBI U3MEHEHUS B MOUe (TeMaTypusi, IPOTCUHYPHS ), YTO BBISBIISCTCS MPU
aHaJIN3€ MOYHU.

CucremMHbIe KaJI00bI:

o OOmas c1abocTh, yCTanOCTh.

o JInxopaaka, MOTIUBOCTb.

o IloTepsa Beca, HEAOMOTaHUE.

o bonu B cycTaBax u Mbllax (apTpairusi, MUAJITUs).

7Kan00b1 CO CTOPOHBI 17123 U KOXKH (MeHee PaclpoCTPaAHEeHbI):

o KOHBIOHKTUBUT, YBEUT, CKIICPUT.

o KoxkHble BbICBIIaHUs, TypHypa, S3BHI.

O6mmit knuaudeckuii moptper [TIA xapaktepusyercss codeTaHMEM MECTHBIX
CUMIITOMOB (B OCHOBHOM B OOJACTH HOCa W BEPXHHUX [bIXaTEIbHBIX IyTEH) C
CUCTEMHBIMU  TPOSIBICHHUSIMHU  BOCHAIUTENBHOrO Tmpouecca. biaromaps 3tomy
KOMILJIEKCHOMY CUMIITOMY IMAalMEHT 3a4acTyI0 00paIaeTcs 3a MEIULUHCKON MTOMOIIBIO,
M KOMIUIEKCHOE  OO0CleloBaHWE€ C  HCIOJb30BAHUEM  JIaDOPAaTOPHBIX U
nHCcTpyMeHTaNbHBIX MeToJ10B (DKI', KT, Guorncusi, aHanu3sl KPOBU U MOYHM) TTOMOTAET
YCTAHOBHUTH NIPABUJIbHBIN JUATHO3 U HAYaTh aJIEKBATHOE JICYEHUE.

AHaMHe3
OO0muii aHaMHe3:

o IIpogomKUTENBHOCTh CHUMITOMATUKH: HWHGPOPMAIMS O TOM, KOTJIa BIIEPBHIE
MOSIBWJINCh CUMITOMBI (HalpuMep, XPOHUYECKUN PUHUT, Kalllellb, 0O0IIas
c1ab0CTh) U KaKOBa UX JIMHAMUKA.

o Hanuume cCuCTeMHBIX CHUMITOMOB (JIUXOpajKa, TOTEpsl Beca, HOYHBIC
MOTOOT/ACJICHHUS ), YKA3bIBAIOIINX HAa CUCTEMHBIN XapakTep 3a00JIeBaHUsI.

AHamHe3 co cTopoHbl JIOP-opranos:

o Hcropusi XpOHUYECKHX PUHUTOB, CHHYCHUTOB, HOCOBBIX KPOBOTEUECHUH, 3B WU
KOPKOBBIX 00pa30BaHUM B HOCY.

o JKanoObl Ha qucKOMQOPT B 00JACTH HOCA, YXYAIIICHUE OOOHSIHUS.
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AHaMHe3 CO CTOPOHBI OPTraHOB JIbIXAHUS:

o XpOHUYECKHUH KallleJb, YaCThle 00OCTPEHUS PECIUPATOPHBIX CUMIITOMOB.

o MHcropuss remonTuszuu (Kamelib C MPUMEChIO  KpPOBH), UYTO  MOXET
CBHJIETEIILCTBOBATH O JIETOYHOM MMOPAKEHUU.

o JlamHbIE O TmeEepeHEeCEHHBIX PECHUPATOPHBIX HWHOEKIUAX WIA XPOHUYECKHUX
JerouHbix 3a0oneBanusx (Hanpumep, XOBJI).

AHaMHe3 €0 CTOPOHBI MOYEK:

o JKamoObl, cBfA3aHHBIE C MOYEHCIYCKaHWEM, OTEKAMU WM TOBBIIICHUEM
apTEPUAIBHOTO AaBJICHUS.

o Panee BbIsIBICHHBIC HApYIICHUS] B aHAIM3aX Moud (TeMaTypusi, IPOTEUHYPHUS),
KOTOPBIE MOTJIM OCTaBaThCSl HE3AMEUYEHHBIMU HA HAYaJIbHBIX CTaAUSX.

ConyrcrByloniue 3a060/1eBaHus U (PAKTOPHI PUCKA:

o Hanuume apyrux ayrTOMMMYHHBIX WM CUCTEMHBIX 3a00JI€BaHUIA.

o Okojorumyeckue u mnpodeccuoHadbHble (AKTOPBI, TAKUE KaK JJIUTEIbHOE
BO3/ICHCTBUE MbLIN, XUMUKATOB UJIU APYTUX 3arPSI3HUTEICH.

o CemMeliHbIi aHaMHE3 ayTOUMMYHHBIX 3200JI1€BaHUN.

o MHcropuss mHbeKIMOHHBIX 3a00JIeBaHUI, KOTOPBIE MOTJH CIYXHUTh TPUITEPOM
s pazsutus ['TIA.

Peakuusi Ha npeAmIecTBYIOLIEE JICYEHHE:

o Hudopmanus o ToM, Kak paHee NPOBOAWIACH Tepamnus (P HAIUYMU), U KaK
MalMeHT pearupoBajl Ha  CTaHJAPTHbIE MPOTUBOBOCTAIUTEIIBHBIC  WJIU
MMMYHOCYIIPECCUBHBIE TIPerapaThl.

o JlaHHBIE O HATMYMU PEUUIMBOB WIH YXYAIICHUI COCTOSIHUSI.
https://pubmed.ncbi.nim.nih.gov/23418895/ https://rheumatology.org/vasculitis-
guideline#2021-anca-associated-vasculitis-guideline
https://www.eular.org/recommendations-management

Kinandeckue nposiBIeHUs TPaHyJIeMaTo3a ¢ OJIUAHTUUTOM, a TaKkKe

0OBEKTUBHBIE JAaHHBIC 1 JaHHBIC (1)I/ISI/IK3J'IBHOFO O6CJ'I€)10BaHI/I$I, KOTOPBIC ITIOMOTI'arOT B
AUArHoCTUKC U MOHUTOPHUHIC 3a00JIeBaHUS:

Kiannunuyeckue O0bekTUBHBIE
Du3uKaJIbHbIE
Cucrema nposiBjieHus / JaHHbIE
JAaHHbIE
Kanodbl 00cyie10BaHUA
. Ot1éx u
XpOHUYECKUH
N3menenns Ha KT ninmm nmokpacHeHue
HACMOPK, PUHUT, .
penTresHorpaduu CIIU3UCTOM,
CHUHYCHUT; HOCOBBIC
Bepxuue [a3yx Hoca; BO3MOHAas

KPOBOTEUYEHNS, .
AbIXaTeJbHbIE Iy TH SHOCKOMHMS HOCOBOM  nedopmarius

o0pa3zoBaHHe KOPOK

. TI0JIOCTH; OHOIICHUS HOCa
U 3B Ha CIIM3UCTOM .
CIIM3UCTOM (cenmoBuHAs
HOCa
nedopmarisi)
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Cucrema

Huxaue
AbIXaTeJIbHbIE MYTH

IHouku

Odranbmosiorudyeckast
cucrema

Koxa

MyckyJ1-cKeJIeTHAs
cucTemMa

Kauauuyeckune

NposiBJIeHHs /
Kanoob1

O0BLeKTUBHbBIE

JaHHBIE

o0cJe0BaHuA

dOu3ukaJIbHbIC
JTAaHHBIE

Kamens (cyxoit unu Pentrenorpadus u KT Ayckynbranus:

C MOKpOTOI),

reMOITHU3 (Kallelb C

MIPUMECHIO KPOBH),

OJBIIIKA, OOJIU B
rpynu
Yacto
OCCCHMIITOMHOE

TCUCHUC HA PAaHHHUX

oTallax; IIpHu

MIPOTPECCUPOBAHUU

— CUMIITOMBI
MOYEYHOH

HEOAOCTAaTOYHOCTH.

OTEKH, TTOBBIIICHNE

ALl

3peHue

yXyauiaercs, 00J1b B

riuasax,
MOKpaCHEHHeE,
CBETOOOS3HD;
BO3MOYKCH yBCHT,
CKIICPUT

[Iypmypa, s3Bbl,
HEKPOTHUYECKHUE
IIOPAXEHHUS,
Y3€JIKOBBIE
BBICHITTAHUSA

ApTtpanrus,
MHaITus, 00JIM B
cycTaBax
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Jerkux (y3ibl,
UH(UITBTPATHI,

KAaBEPHBI, IPU3HAKU

aJIbBEOJISIPHOTO
KPOBOTCUEHUS)

AHaimu3 Mo4YHu
(rematypus,

IPOTEUHYPHSI), TECTHI

GYHKIIUY TTOYEK
(TOBBILICHHE
KpeaTHHUHA,
cumxenue GFR)

OdraneMonoruyeckoe
obOcnenoBanue (OCMOTP
ria3, conorpadus,
OMOMMKPOCKOTIHS )

buoricus KoXHBIX

BBICBIIIAHUM,
JI€PMATOCKOTIUS

JlabopaTopHbie
UCCIIEIOBAHUS

(moBeimenHsie COD,
CRP, ananu3 kposwu,
PEBMATOJIOTUYECKUE

MapKephbl)

XPHIIOTA,
ocJi1abJIeHHBIE
WJTH TITyMHBIC
NbIXaTeJIbHBIE
3BYKH

N3menenus
apTEpUATBLHOTO
JIABJICHUSI, OTEKH,
MIPU3HAKHU
YPOJIOTHYECKOTO
MOPAKEHUS

[loxkpacHenue
KOHBIOHKTHBHI,
OTEK BEK,
HapyILIEeHUA
3peHus

Hannune
ypIypHI, SI3B,
HEKPOTUUYECKUX
y4aCTKOB,

UHOT 1A OOJIEBBIE
OIIYIIEHUS Ha
KOXKeE

bonp n
OTPAHUYECHUE
MMOJABMKHOCTH
CyCTaBOB,
BO3MOKHOE
YBEIIMYEHUE UX



Kauauuyeckune O0BLeKTUBHbBIE
dOu3ukaJIbHbIC
Cucrema NposiBJIeHHs / JaHHbIE

JAAHHbIE
Kano0n1 o0cJe0BaHuA
00béMa (0TEKN)
OO0uuit ocMOTp:

O6mas cnabocth,  OOUIMI aHAINU3 KPOBU OJICTHOCTb,

yCTaJIOCTh, (aHeMMSI, JICHKOIUTO3), CHUYKCHUE MaCChI
CucremHbIe
JMXOpajKa, IoTepsl TOoKa3aTeln Teja, MPU3HAKU
CHMIITOMBI
BEca, HOYHBIE BocnaneHus (COD, oO1rero
MOTOOT/ICICHUS CRP) YXYALICHUS
CaMOYyBCTBHS

Ipumeuanne: Knununueckas kaptuHa ['TIA MoxeT BapbupOBaThCS B 3aBUCUMOCTH OT
CTCIICHU AKTUBHOCTHU 3a6OJI€BaHH51, BOBJICHCHHOCTHU Pa3INYHBIX OpraHoB nu
WHJUBUAYAJIbHBIX OCOOEHHOCTEW manueHTa. Tabiuna CiyXuT 000OHIEHHBIM
pyKOBOI[CTBOM JJIL HCpBH‘—IHOﬁ OLICHKU U HOCJ'ICI[}IIOH_[eFO MOHI/ITOpI/IHFa IIAITMCHTOB C
IIOJ03PEHUEM Ha rpaHyJIEMaTOo3 c IMOJIMAHTUUTOM.
https://pubmed.ncbi.nim.nih.gov/23418895/ https://rheumatology.org/vasculitis-
guideline#2021-anca-associated-vasculitis-guideline
https://www.eular.org/recommendations-management

JlaGopatopHble HCCIEeOBaHUs, MCHOJb30BaHHbIE B KOMIUIEKCE, MO3BOJIIOT HE
TOJIBKO MOATBEPAUTH AUATHO3 I'paHyJieMaTo3a ¢ MOJMAHTMUTOM, HO U OLEHUTh CTEIEHb
aKTUBHOCTH BOCIAJIMTEIHHOTO MPOIIECcCa, BOBICUEHHOCTh Pa3IMYHbIX OPTraHOB, a TAKXKE
MOHUTOPUTH d3(PGeKTUBHOCTh Tepanuu. Hmke mnpuBenena Tabnuia, B KOTOPOU
00OOIIEHbl ~ OCHOBHBIE UM  JIONOJHUTENIbHbIE  JIaDOpaTOpHbIE  HCCIEOBaHMUS,
npumensiemble 1pu ['TIA. TaOnuua BK/IIOYaeT YMCIOBBIE TIOKA3aTeld HOPMBI,
XapaKTepHbIE TATOJOTHYECKHE W3MEHEHHsS, TOSCHEHUS pe3ylbTaTOB M YKa3aHHE
YPOBHS JOKa3aTeIbHOCTH.

IMaTosioruueck YpoBennb
HopmanbHbl IHosicHenune
HccaenoBanue e U3MEeHEeHUs A0KA3aTeJIbHOC
€ 3HAaYeHHUs pe3yJibTaToOB
npu I'lTA TH
WBC: 4.0— IToBrImenHbIE
O . JICUKOLUTBI U
igﬁo XO]&?HJ/II;. TPOMOOITUTHI
5 O—;T())% _ " TpoMOOLIMTO3 CBHUICTECILCTBYIOT
Ofmwmii anamus  — o Lo (G400 10°/L); o cucremHoM 1b
kpoBu (OAK) 20— 4002 . JIEHKOLMTO3 BOCITAJINTEITEHOM
' (>10x10°L) mnpouecce,
TPOMOOIIUTHI: .
150400 x KOTOPBIi
9 XapakTepeH Jis
10°/L TTIA.
CkopocTb Myxunnbl:  [loBplieHHas  YBenuyeHue b
ocelaHusl <15 MM/u; COD (>20 COD yxka3bIBaeT
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https://pubmed.ncbi.nlm.nih.gov/23418895/
https://rheumatology.org/vasculitis-guideline#2021-anca-associated-vasculitis-guideline
https://rheumatology.org/vasculitis-guideline#2021-anca-associated-vasculitis-guideline
https://www.eular.org/recommendations-management

HUccaenoBanue

IPUTPOLIUTOB
(CO2)

C-peakTuBHBIHI
0esiok (CRP)

DyHKUHUA M0YEK

HopmanbHbI
€ 3HAaYeHMUH

JKeHIMHEbI:
<20 MMm/4

<5 wmr/n

Kpeatunun:
60-110
MKMOJIb/JT;

(xpeatunnn, GFR) GFR: >90

AHIOA
(anTHHEHTPOG U

mur/mMud/1.73
M2

OtpunarensH

NUTOIIAZMATHYEC bl

KHe aHTHUTeJa)

AHAJIN3 MOYH

OtcyrcTBHE
SPUTPOITUTOB,
Oenka u

IIaTosiornueck
e N3MEHEeHUS
npu I'TTA

MM/4)

IloBbIIIEHTE
CRP (>10 mr/m)

IloBbIIIEHHBIN
KpEeaTUHUH
(>110
MKMOJIb/JT),
CHMIKCHHBIN
GFR (<60
mu1/mMun/1.73
M?)

PR3-AHIIA:
IIOJIOKUTEIIbHBI
i (TUIUYHO
TUTpHI >1:20);
MPO-AHIIA:
pexe
MOJIOKUTEJIbHbI

(V)

51

I'emarypus,
IPOTEUHYPHSI,
LWIHH/IPBI

21

IHosicHenue
pe3yJbTaToB

Ha HaJIM4YUC
AKTHUBHOI'O
BOCHIAJIUTCIBHOI'O
Imponecca B
OpraHusme.

Bricokwuii
ypoBeHb CRP —
MoKazaTesb
OCTpPOTO WJIH
XPOHUYECKOTO
BOCHAJICHUS,
4acTo
HaOIr01aeMBIN
IIPY AKTUBHOU
daze ['TIA.

Hapymenus

(G YHKITUHY TTOYEK
CBUJIETEIBCTBYIOT
O BOBJICUCHUU
MTOYEK
(rmomepynonedp
UT), YTO SIBJISIETCS
BaKHBIM
(bakTopoMm npu
CUCTEMHOU
dbopme I'TIA.

Hamnuue
BBICOKHX THTPOB
PR3-AHIIA
SIBJISIETCS
cnenupUIHbIM
mapkepom ['TTA
(85-90% ciyuaes
IIPYA CUCTEMHOM
dhopme), a MPO-
AHIIA gamie
BCTpEUaeTCs MpH
MUKPOCKOMTUYECK
OM TIOJIMAHTUUTE.

BrigaBnenue
KpOBH, OeIKa
HWIMHAPOB B

Yposennb
A0KAa3aTeJIbHOC
TH

2b

2a

1b

2a



IMaTosioruyeck Yposennb

HopmanbHbI IHosicHenune
HccaenoBanue He U3MeHeHHus J0Ka3aTeJbHOC
€ 3HAUeHU pe3yJbTaToB
npu I'TTA ™
AJIUHIPOB MOY€ YKa3bIBaCT
Ha MOPAXKECHUE
MMOYeK
(rmomepynonedp
UT), 4TO
XapaKTEPHO AJIst
I'TIA.
ITomoraert
BBISIBUTH
Hapyuienus,  comyTCTByIOLINE
buoxumunyeckuid CBS3aHHBIC C  M3MCHCHUS B
aHAJIN3 KPOBU CHCTEMHBIM opraHax u
B npenenax
(meyeHOYHBbIE HOPMBI BOCITAJICHUEM, OIICHUTH O0IIee 2b
(pepmenTHI, BO3MO>KHBI COCTOSIHHE
3JIEKTPOJIMTHI) U3MCHCHMUS ManMeHTa, 9To
3JIEKTPOJINTOB  BAKHO IS
KOMIIICKCHOM
ouenku I'TIA.

MHCTpyMEHTAIBHBIE UCCIIEN0BAHNS, B COBOKYITHOCTU C KIIMHHYECKUM aHAMHE30M
U J1aDOpaTOPHBIMU JAHHBIMH, MO3BOJISIIOT CBOEBPEMEHHO M TOYHO TUArHOCTUPOBATH
rpaHyjieMaTo3 € TOJMAHTMUTOM, YTO CIHOCOOCTBYET paHHEMYy Hayaly Tepanud |
CHWKEHUIO PUCKA OCIOXHEHUH. OCHOBHBIE U JOMOJIHUTENbHBIE MHCTPYMEHTAJIbHBIE
uccnenoanust npu I[TIA ¢ yka3aHMEM XapakTEpHBIX PEHTTEHOJIOTMYECKUX U

MHCTPYMEHTAJIBHBIX IIPU3HAKOB, IIOSICHEHUSIMU pe3yJIbTaToB, YPOBHSIMH
JOKa3aTEJIbHOCTH.
XapakrepHble YDOBEHDb
P P IHosicnenune P
HHcTpyMeHTaIbHOE NpU3HAKKH/pe3yJibTa 0KA3aTEIBLHOC
HccJe10BaHue THI pe3yabTaToB .
ITo3BomseT
JlerouHsle y3iIbl, BBIABUTD
UHOUIBTPATHI, [TOPAKCHUA
PenTreHoJjiornyeckoe [—
KT KaBEPHBI, IPU3HAKU ) 1b
uccaenopanue jerkux (KT, bdy3Horo XapaKTepHbIC 11
peHTreHorpadus) ITIA
aJIbBEOJISIPHOTO
KPOBOTEUYEHHUS (HEKPOTHYECKHI
BACKYJIUT C
IPaHyJIEMATO3HBIM
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HNucTpymMeHTaNBHOE
Hccjie0BaHne

KT npuaaro4ynbix mazyx
HOCA

30(aroracTpoayoieHoCKo
nus (I’ 1C)

XapakrepHble

NPU3HAKH/pe3yJibTa

ThbIl

[Ipu3Haku
XPOHUYECKOTO
CUHYCHUTA, OTEK
CJIM3UCTOM, KOCTHBIE
U3MEHEHUS (3pO3UH,
pa3pylieHus),
MOJIUIIO3HbIE
oOpa3zoBaHuUs

Dpo3uu, [3BBbl,
Y4aCTKH
KPOBOTCUCHHS B
CIIM3UCTOM 000JI0UKE
MUIIEBO/IA, KETyIKa
u
JIBEHAAIIATUTIEPCTHO
1 kumky (mpu
Hanuunu JKKT
CUMIITOMATHKH )
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Yposennb
JA0KAa3aTeJIbHOC

IHosicHenue

€3y 1bTaTOB
pesy ™

BOCITAJICHHEM ),
OLICHUTH CTETICHb
aKTUBHOCTH U
pacmipocTpaHEHHO
CTh 3200JICBaHMSI

Ucnonw3yercs nis
OLICHKHU
MOPaKEHUS
BEPXHUX
JIBIXaTeTbHBIX
IIyTEH; BBIABICHUE
W3MEHEHUN B
MPUJATOYHBIX 1b
naszyxax Hoca

MIOMOTaeT

MOATBEPAUTH

BACKYJIUTHOE

nopaxeHue

HOCOBOM 00J1acTH,
XapaKkTepHOE IS

I'TIA

IIpumensieTcs kak
JIOTIOJIHUTENBHOE
HCCIIEIOBAHUE Y
MAIUEHTOB C
xanobdamu co
croponsl XXKT;
BBISIBJICHHBIC 2b
M3MEHEHHUS] MOTYT
CBH/JIETEIILCTBOBAT

b O BOBJICUECHUU
KeTyJI0UHO-

KHUIIIEYHOTO

TpakTa B

BACKYJIUTHBIN



XapakTepHbIe YpoBeHb
P P IHosicHenue P

HHcTpyMeHTaIbHOE NPU3HAKH/pe3yJibTa JA0Ka3aTeJbHOC

Hccie10BaHue TBI pe3ybTaToB -

nporiecc

SBnsaercs
30J10TBIM
CTaHJAPTOM JJIs
MOP(}OIOrHIECcKOT
O MOJITBEPKJICHUS
nuarnosa I'TIA;
MMO3BOJISCT
BOCITAJICHUE, HEKPO3

buoncust nopakéHHbIX OLICHUTH XapakTep
COCYJIOB, BACKYJIUT, 1b

BaCKYJIMTHOI'O
(bubpo3HbIE

HNU3MCHCHUA

['panynemaro3noe

TKaHel
MopakeHus u
MOATBEPAUTH
HaJIN4YNe
rpaHyJieM,
XapaKTEPHBIX JJIsS
JTAHHOT'O
3a00JIEBaHUS

Revised Chapel Hill Consensus Conference EULAR Recommendations

CrnenuajbHble OLIEHOYHBIC HIKAJIBI
Birmingham Vasculitis Activity Score (BVAS): Illupoko npumeHseTcs s
KOJIMYECTBEHHOM OIIEHKM aKTUBHOCTHU BaCKYJIUTA, YUYUTHIBASI MOPAKEHUS Pa3TUUHBIX
OPraHOB M CHUCTEM. DTO CTaHIAPTU3UPOBAHHBIM HHCTPYMEHT, pa3paOOTaHHBIM IS
KOJJMYECTBEHHOM OLIEHKM AaKTUBHOCTHM CHUCTEMHBIX BacKyJauToB. OH HIMPOKO
MPUMEHSIETCA KaK B KJIMHUYECKUX HUCCIEAOBAHUAX, TAaK U B MOBCEIHEBHON MPaKTHKE
JUTsT MOHUTOpPWHTA JWHAMUKH 3a00JieBaHUs, OIECHKA J(PGEKTUBHOCTH TEpanmuu U
MPUHSTHUS PEIICHUI 110 KOPPEKIUH JICUEHUS.
OcHoBHbIe xapakTepucTuku BVAS
Iesab 1 NPUHIUN IPUMEHEHUSsI

BVAS npeanasnauen a1 00b€KTHBHOM OLIEHKU TEKYIIEH aKTUBHOCTH BacKyJUTa Ha

OCHOBE KJIIMHUYECKUX MPOSBICHUM, BBISIBJICHHBIX B ONPEAEIEHHBIN Mepro 1 (0OBIYHO 3a
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https://pubmed.ncbi.nlm.nih.gov/23418895/
https://www.eular.org/

nocnennue 4 Hepenu). Cucrema (Qokycupyercs Ha CHUMIOTOMax M IpPU3HAKax,

CBUJETENBCTBYIOIIMX O BOCHAJIUTEIBHOM IPOLECCE, U MOMOTaeT pas3jinyaTh AKTUBHOE

BOCHAJIEHUE OT YCTOMYMBBIX UM PEMUCCUOHHBIX COCTOSTHUI.

CTpyKTypa OlleHKH

NHCTpYMEHT BKIIIOYAET HECKOJBKO KaTeropuii (OOBIYHO 9 OCHOBHBIX OpPraHOB HWJIU

CUCTEM), KaXk/1as U3 KOTOPBIX OTpa)kaeT creu(pUIeCKUe MPOSIBICHUS BaCKYJIUTA:

o OOmiee cocTosiHUE (HAapUMED, TUXOPAJIKa, TOTEPS Beca, HEJOMOTaHUE)

o KoxHble nposiBieHus1 (IIypIypa, si3Bbl, y3J0BbIC BbICHIIIAHUS)

o HapymeHus cJIM3UCTBIX 000J109€K M IJ1a3 (KOHBIOHKTUBUT, YBEUT, S3BbI OJIOCTH
pra)

o OTosIapMHI0J0rHYeCKre CUMITOMBI (Ha3aJdbHbIE KPOBOTECUECHHUS, CHHYCHUT)

o JlerouHnsle cCHMNIITOMBI (KaIlIEJb, OJBIIIKA, PEHTT€HOJOTUYECKHE U3MEHEHNS )

o Cepae4yHo-cocyaucTbie NPosiBJeHUs (IEPUKAPIUT, MUOKAPTUT)

o 7KeJyl04YHO-KMIIEYHbIe CHMITOMBI (a0AOMUHaANbHASL 00JIb, KPOBOTEUEHMS W3
XKKT)

o Ilouku (reMatypusi, IPOTEUHYPHUS, YXyALIEHUE PYHKIIMU [TOYEK)

o HeBpoJsiornyeckne HapyumeHus (rnepedepuieckas HeBpONaTHsi, HHCYJbTHI)

Kaxxmoe W3 3THX MpOsBIECHUN TMOJTy4YaeT Oa/ulbl B 3aBHCHMOCTH OT TSDKECTH H
KIIMHAYECKOW 3HAYMMOCTH. basibl 11l KaXK0T0 MyHKTAa CYMMUPYIOTCS TSl TTOJTYICHUS
obmero 3Hauenuss BVAS. Birmingham Vasculitis Activity Score sBisieTcs
HE3aMEHUMBIM HHCTPYMEHTOM B COBPEMCHHOW NPAKTUKE ISl OIEHKH aKTUBHOCTH
BACKYJIMTa, CIIOCOOCTBYSI CBOSBPEMEHHOMY BBISBIICHHIO OOOCTPEHHUMN, KOPPEKTHPOBKE
JICYCHHUS W YIYUIICHHUIO TTPOTHO3a MalliCHTOB.
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Bupmunremckuil nujexe kmnnyeckoii akruenocrn CB.

1. CHeTeMuLIe NPOSBIEHNS: bann
O 1. Muanruw aprpanrus/ aprpur I
O 2. Juxopamsa (<38.5°C) ]
O 3. Jluxopamsa (>38.5°C) 2
O 4. Moteps maccu tena (<2 kr) 2
O 5. Moveps maccu tena (>2 kr) L

MAKCHMANLHO. 3

3. Camzncreie oboaoukn/ raasa: bann

O 1. fl3swl nonocts pra |

O 2. flsu nonoswx opranos

O 3. Komsionkrusur ]

O 4. Suucinepur/ crnepit 2

O 5. Veenr b

O 6. Orex/ remopparun ceTyarku b

O 7. Perpo- opburansias rpanynema 6
MAKCHMAIRHO:

5. Jlerxme: bann
O 1. Onsika/ acrua 2
O 2 Vaenxu um pubpos 2
O 3. Huduasrpar 4
O 4. Kposoxapxaine 4
O 5. Tnespansustit sunor/ miespur 4
O 6. lerowioe kposoTeenue b
MAKCHMATLHO:
7. Keayro0uno- KHIeURLI TPAKT bann

O 1. Bons B susote 3

O 2. Kposasas yuapes f

O 3. Vndapkr kuwewnika 9

O 4. Mankpearur/mepdopaums wn. 9
MakCcHMasHO: 9

9. Hepenas cucrema bann
O 1. Opranwy.napywenns, fevenuus 3
O 2 lepudepnueckas neiponarus 6
O 3. Muokects. geurar, Mononespur 9
O 4. Cynoporn 9
O 5 Hucymwr 9
O 6. Nopaxenue crumnoro Moara 9

MaKCHMANLHD, 9

1, Koknnie noKpoBL: bann

O 1. Mypnypa/ apyroii BackyauT KowkH 2

O 2. flmu 4

O 3. Tanrpena b

O 4. MuokecTsennse raurpensl naues 6
MAKCHMATLHO: b

4. JIOP- oprams: Bann

O 1. Buenemua/sarpya. Hoc. ALIXaHMS 2

O 2. Cunycur 2

O 3. Hocosoe kposoteuenie 4

O 4. Kpossusie xopouks B nocy 4

O 5. Buenems us yueii 4

O 6. Cpemumii otir 4

O 7.Tayxora b

O & Oxpunnocts/ rapuurue 2

O 9. Crenos ropraim b
MAKCHMATRHO: b

6. Cepaeuno- cocyIueTas cHCTeMa: bann

O 1 Mlymu 2

O 2. Orcyrersme nymsca 4

O 3. Aopransiias netocTarounocts 4

O 4. Tepuxapmur 4

O 5 0HM b

O 6. HK/ xapmossonaris b
MAKCHMATLHO: b

8. Moukn Bann

O 1. Iuacrommueckoe Al> 90 mmprer. 4

O 2. Tporennypns (>1r wm > 0.2 rfc) -

O 3. Tesarypus (>1op.smi=0.29p /awn) 8

O 4. Kpearunun 125-249 yxmons/n 8

O 3. Kpearunun 250499 ycmons/n 10

O 6. Kpearunu > 500 sxmom/n 12

O 7. Bucrponporpeccupyousuii [H* 12

MakcHManbho; 12
Obmasn MaKCHMATERO BOIMOERAN cyMMa Hantos: 63

*  buctponporpeccupylommii - raoMepyloHepHT-  XapaKTEPHIYETCA  CHHKEHHEM CKOPOCTH  KayDOUKOBOI
dmnbTpannn bonee yeM #a 50% B Teyenne HecKoILKHX HeleNb HIH MecALes.

26




B 3aBucumoctn OT KIMHMYecKoM akTtuBHOCcTH [TIA BBIACIIAIOT pa3IMdHBIC (1)&351

3200J1€BaHUA.

da3pl kKIuHNYecKkoro reuenua CB

Kiaunuveckas | BupmMuHremckui XapakrepucTuKa
(¢asza MHIEKC
AKTHBHOCTH
[Tonnas 0- 1 Gann OtcyrcTBHE MIPU3HAKOB KIIMHUYECKON
pemuccus aKTUBHOCTU M HEOOXOJMMOCTH B TEpamnuu Mpu
HOpMaJIbHOM ypoBHE C- peakTUBHOrO Oenka
Yactuunas 50% ot YMeHbIIEHUE B  pe3ysibTare MNpPOBOJAUMOIO
pemuccus HCXOJTHOTO JICUECHMS] MH/IEKCA KIIMHUYECKOMN
akTUBHOCTU Ha 50% OT UCXOIHOTO
Jlerkoe <5 OayoB [losiBnenune KJIIMHUYECKUX MIPU3HAKOB
o0ocTpeHue 3a00JIeBaHUs C yBEJIMUEHUEM 001IeH
CYMMBI 6QJIJTOB J10 5.
Tsxenoe > 6 OayIoB BoBrnedeHne B  BOCHAIMTENBHBIM  IMPOIECC
o0ocTpeHue JKA3HEHHO BaXXHBIX OpPraHOB WJIM CHUCTEM
(Jtlerkux, MOYEK, ITHC, CepJCUHO-
COCYAUCTOU CHUCTEMBI), 910 Tpedyer
MPOBEJCHUSI AaKTUBHOTO MMAaTOr€HETUYECKOTO
JICYECHMUSI.

OO61iee Ha3HAUEHUE KOHCYJIbTAMU Y3KOMPO(PUIBHOTO CIEHMAINCTA.
KoHncynpranuu y3konpouiabHOro CHequalvcTa IMOMOTalT YTOUYHUTH CTENEHb

MOpaXEHUsI KOHKPETHBIX OPraHOB, CKOPPEKTUPOBATh TEPANUI0 M MPEIOTBPATUTH

ocioxkHeHusi. OCHOBHBIE TTOKa3aHUs BKIIFOYAIOT:
OTtonapunroJgor (JIOP)

o

XPpOHUYECKUN PUHUT, CUHYCUT, HOCOBBIE KPOBOTEUCHHMS, SI3BbI CIM3UCTOM HOCA,
KOPKH, «CEJIOBUJIHAS IehopMalius HOCay.

JKamoOrpl Ha CHM)KEHHE OOOHSIHHS WJIHM 3aJ0KEHHOCTh HOCA, HE IIOJJaroIIuecs
CTaHIAPTHOM TEpaIni.

IMyabMoHoOJIOT

o

[Ipu3HaKu MNOpaKE€HUS JIETKUX: XPOHWYECKHM Kalledb, T€MOITH3 (BBIIEICHUE
KpPOBH NpH Kalllie), OAbIIIKa, 00JIU B TPY/IH.

Pentrenonornueckue wunanm KT-manHble, NOATBEpX AAIOUIME HAJIUYHME Y3JIOB,
UHQUIBTPATOB, KABEpPH WM  MPU3HAKOB  JU(PPY3HOTO  alIbBEOJISIPHOTO
KPOBOTEUEHHSI.

Hedpouor

o

Hapymienuss moyeynodt (yHKIMM: TIOBBIIEHWE YPOBHS KpEaTMHWHA, CHIDKCHHE
ckopoctu kiryooukoBoi ¢punsTpammu (GFR).

AHanmu3pl MOYH, JEMOHCTPUPYIOIIME TeMaTypui0, MPOTEHHYPUIO WU HaJU4HUe
ITUIMHIPOB, CBUACTEIBCTBYIOIIMX O TIIOMEpyIoHe]pHure.
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Odranbmolior

o KamoObl cO CTOPOHBI TJla3: MOKPAacHEHHE, 00Jib, HAPYUIEHUS 3PEHHUS, MPU3HAKU
KOHBIOHKTUBHUTA, YBEUTA UIIA CKIIEPUTA.

o HeobOxomumocTh NeTanbHON OLIEHKU TJIA3HBIX WU3MEHEHHM Il MpeaylpeKIeHUs
MOTEHIMAIBHO OMACHBIX OCJIOAKHEHUM.

JlepmatoJior

o Hanuune KOXXHBIX BBICBHIIIAHUMI, MyPHYpPHI, 3B, HEKPOTUUECKUX MOPAKEHUN KOXH,
0COOEHHO €CJIM OHM CBSI3aHbI C BACKYJIUTHBIM IPOIIECCOM.

o buorcus KoXXHbIX MOpaKeHUH 17151 TOATBEPKIACHUS BaCKYJIUTA.

KapauoJior (mpu HaMMYUU CUMITOMATHKH)

o Ecam wumMeroTcs mnpuU3HAKU ~CEPAEYHO-COCYAMCTBIX OCJIOKHEHUW, Hampumep,
ApUTMUUA WJIM HIIEMUYECKUE CHUMITOMBI, KOTOpPbIE MOTYT OBITh CBS3aHBI C
BACKYJIUTOM.

EULAR Recommendations.

KoMriekcHbIi OAX0/1, BKIIOYAIOIUN KIMHUYECKUA OCMOTp, J1a0OpaTopHbIE U
MHCTPYMEHTAJIBHBIE HCCIIENOBAHUSA, IIO3BOJIIET YCTAHOBUTH TOYHBIM JWAarHo3 u
1o100paTh WHJVBUIYaJIbHYIO CTPaTEruto JICYCHUS. Perymnsapnslii
MYJbTUAUCUMIUIMHAPHBI MOHUTOPUHI M MapuIpyTHU3alMsg K  y3KOIPO(UIbHBIM
CHELMAIUCTaM CIHOCOOCTBYIOT CHIKEHUIO OCJIOXHEHMH M YJIYYIICHHIO IPOTrHO3a
ITALIMEHTOB.

ITanuenT ¢ nogo3penuem Ha I'TTA

Krnuanueckuit ocMoTp u cOOp aHamMHe3a
- ’KanoOsl: BepxHHE IbIXaTeNbHbIE MMyTH (PUHUT, HOCOBBIE KPOBOTEUECHHSI, SI3BBI CIU3UCTOMN)
- Hiwxaue nprxatenbHble TyTH (Kallielb, TeMOITH3, OJIbIIIKA)
- [Toukn (CHMITTOMBI TOYEYHOM HETOCTATOYHOCTH, OTEKH, MoBbIieHHEe AJl)
- CucTeMHbIe CUMIITOMBI: JIUXOpajKa, moTeps Beca, oOIasi cnabocTh

JlaGopaTopHbIe UCClIe0BaHUS
- OOmuii aHaau3 KpoBH (JICHKOIIMTO3, TPOMOOIIUTO3)
- COD u CRP (moBbIlIeHHBIE TTOKA3ATENH)
- AHamu3bl QyHkuuu nouyek (kpeatnauH, GFR)
- AHanu3 Mouu (remaTypusi, IpOTEHHYPUS)
- Ceponornueckoe uccienaopanue: AHIIA (PR3-AHIA — tunmansiii quist [TIA)

HHCcTpyMeHTabHBIE UCCIIEJOBAHUS
- Pentrenorpacus/KT nerkux: y3msl, HHQUIbTPATHI, KABEPHHI,
IIPU3HAKU AJIbBEOJIIPHOTO KPOBOTEUEHUS
- KT npuaarousbIxX ma3yx Hoca: OLl€HKAa U3MEHEHUH (CUHYCHUT, DPO3UHN)

D L S, = A A
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Touka NHHATHA peLenis

ITA/MIA, Knsheyrpomalowi ITIA/MIA 63 yrpob
No Bbi6opy Tepanan

AW € NOPANEHMHEN WHSHEHHO A KK MM NOaNEHAA

BapHaHT CXembl AeveHuA,
YCAOBHaA PEXOMEHAALMA

Bapwan chembl neyers,
CHRbHAA PEKOMEHARLMA

BaKHbIX OpraHoB HUHEHHO BaMHbIX OraH0B
OLieHKa COCTORHMA
= O 3abonesanus

Peuaue
KI3HE oML
A NOPKEHHEM KI3HEHHO
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KnroueBnsie pexomenmaruu 1o jgedeHuto ['TIA/MIIA, npennoxennsie ACR/VF [1]:
I'TIA — rpanynemaTo3 ¢ mojauaHruutom; MITA — MHUKpPOCKO-IMYECKUN MOJUAHTHUT;
PTM - purykcumab; I® - nuxinodochan; 'K — rmokokoptukouas; MT —
meroTpekcar; A3A — aszarumonpur; MM® — wmu-kodenomnara moderwi; JIED —
nedryHamug

EULAR Recommendations for ANCA-associated Vasculitis https://www.eular.org/

Mapuipytusanusi O0JbHBIX € TpaHysieMaTo30M ¢ noauanruutom (I'TIA)

1. Ilooospenue na I'TlIA

[Ipy mosiBIEHHM CHUMNOTOMOB, XapaKTEPHBIX JJisi CUCTEMHOrO BacKyjlauTa (Hampumep,
nopaxxenue JIOP-opranoB, nerkux, MNOYeK, KOXKM, CYCTaBOB, TIJa3), MAIUEHTY
IPOBOJUTCS TIEPBUYHOE OOCIIEIOBAHKE C MOCIEAYIOIIMM HANpPaBIECHUEM Ha YTOUHEHHE
JMarHosa.

2. Ilepsuunoe obcredosarue

Ieanb: BrisiBieHUE MPU3HAKOB CHUCTEMHOTO BOCHAJIICHUS U TOPAXKEHHUS OPraHoOB-
MHUIIEHEH.

Metoapbi:

o KunHu4yeckmii oOCMOTP: BBISIBJIEHHE CHUCTEMHBIX CHUMIITOMOB (JIMXOpajka,
cnaboCTh, MOXYy/IaHUE), JAbIXATENbHBIX HAPYIICHUH, KOXXHBIX MPOSBICHUN WU
CYyCTaBHOT'O CHHAPOMA.

o JlabopaTopHble aHAJIM3BI:

o O6mwmit ananmu3 kpoBu (noseimeHue COI, CPb, BO3MOXKHBIN JIEUKOIIUTO3,
aHeMusl);
o OOumit ananu3 Mouu (remMaTtypus, IpOTEUHYpHUs);
o AHIA (anTuHEUTpOMIbHBIE NUTOIJIA3MATUYECKUE aHTUTENA) — MapKep
BACKYJINTA;
o buoxumus kpoBu (MOBBIICHUE KPEATUHUHA MPU TTOUEYHOM MOPAKEHUN);
o Koarynorpamma (MckiiroueHre TPOMOOTHYECKUX OCIIOKHEHUH ).
o MHHcTpyMeHTA/IbHBIE UCCIEA0BAHMS:
o Penrtrenorpadus serkux (BbIsIBICHUE HHPUIBTPATOB, KABUTALINH);
o KT nerkux u npuaaTOUYHbIX Na3yX HOca (YTOYHEHUE CTETICHU MOPAKECHUS);
o buoncus mnopaxennbix TkaHed (JIOP-o0nacTh, nerkue, MNOYKH) IS
MOATBEPAKACHUS IPaHyJIeMaTO3HOIO BOCHATICHUSI.
3. Ymounenue ouaenosa u noomseporcoenue I'lIA
Kpurepuu nnarnocruxu (Chapel Hill Consensus Conference, 2012):

o Hamnuwne cucteMHOro BoCHajieHus ¢ MOPaKEHUEM OPTraHOB-MHUILICHEN.

o AHIIA-nonoxutensHbIil ctatyc (CANCA/PR3).

o T'mcronmoruueckoe MOATBEPKACHUE (HEKpOTU3UPYIOIITUH BACKYJIUT,
IpaHyJeMaTO3HOE BOCTIAJIEHHUE).

o HckmroueHue anbTepHATHUBHBIX JWArHO30B (WMHGEKIMOHHBIE 3a00JeBaHUS,
OHKOIIATOJIOTUH, IPYTUE CUCTEMHBIE BACKYJIUTHI).
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4. Hanpaenenue K y3kum cneyuaiucmam
[locne mepBUYHOrO OOCHENOBAHMS MALMEHTA HAIpPABISIOT B CIELHUATU3UPOBAHHBIE
LEHTPHI:
o JIOP-Bpa4 — npu nopaxe€Huu HOCa, Na3yXx, ylIei, TOPTaHHU.
o IlyabMoHOMOT — TIpU JETOYHBIX HWHPUIBTPATAX, KaBEpHAX, JIbIXaTCIBHON
HEJIOCTaTOYHOCTH.
o Hedgpoaor — npu remarypun, IPOTEUHYPHUH, IOUEUYHON HEAOCTATOYHOCTH.
o PeBMaToOJI0T — [J151 OLICHKU CUCTEMHOTO BOCIIAJICHUSI U ITOJ00pa TepaIiuu.
o JlepMaToJior — IpU KOKHBIX BACKYJIUTAaX, S13BaX, HEKPOTUYECKUX U3MECHEHUSX.
o T'acTpoO3HTEPOJIOT — MPH KETYTOYHO-KUILIEUYHBIX KPOBOTECUEHUAX, BACKYJIUTHBIX
n3meHeHusx KKT.
5. Takmuxa nevenus
[TanueHTHl  MapHIPYyTU3UPYIOTCA B
OTIENEHUs Ui oA00pa MHANBUAYATIbHON HMMYHOCYIPECCUBHOM TepaIuu:

CIICOAJIM3UPOBAHHLIC PEBMATOJIOTNYCCKHC

o UWuayxunonnas tepanus (TIIOKOKOPTUKOUABI + Hukiodochamu/putykcumad).

o [IlopnepxxuBaromass Tepanus  (METOTpeKcaT, a3aTHONPHUH, MHUKO(pEHoIaT
ModeTun).
o CumrnromaTuyeckas Tepanus (anTHOaKTEpHUATIbHAS npouIakTHKa,

AHTUTHUIICPTCH3UBHBIC MPETIapaTh, OCTCOMPOTEKITNS).
6. H{ucnanceproe nabnrooenue
[TarmeHTHI OCTAIOTCS MO PETYIAPHBIM HAOMIOJEHHEM peBMaTojora, Hedposjora u
IPYTHUX Y3KHX CIEIUATUCTOB C aKTUBHOCTH
3aboneBanuss (BVAS, VDI),

moKa3aTeJiei.

JTAHAMAYECKUM MOHUTOPHUHIOM
KOHTPOJIA JIaOOpaTOPHBIX W HMHCTPYMEHTATBHBIX

Kommexkchas wMapmpyrtuszanuss mnaunueHtoB ¢ I'TIA  Bkitoyaer CBOEBPEMEHHOE

oOclieloBaHNe, MEXIUCIUIUIMHAPHBIA MOAXO0A K JICYEHHUIO U JUCIIAHCEPHOE

HaOJI0/ICHHUE I CHYDKCHUST PUCKA OCIIOKHEHUN U YITYUIIIEHUs] TPOTHO3A.

OcHoBa 19

. Kpurepun
/Inaruo3s CPABHUTEJILHOU HccaenoBanus
HCKJIIOYEeHHS INArH03a
AHATHOCTUKHU
I'panynemaro3s ¢ [Topaxxenue JlabopaTopHbie: OtcyTcTBHE
MOJIMAHTUUTOM BEPXHUX MOJIOKUTENIbHBIA ~ TPaHyJIeMaTO3HOTO
(I'TTA) JbIXaTENbHBIX PR3-AHLIA BOCHAJICHHs B OMOIICUY;
yTeH: (tutpsl >1:20), npeobnananue MPO-
XPOHUYECKUI MTOBBIIICHHBIE AHIIA (xapaktepHo aJis
puHUT, HocoBble  COD, CPb; anamuz MIIA)
KPOBOTEUEHUSI, MOYH (TemMaTypusl,
A3BBI, IPOTEUHYpUS);
rpanyjieMato3Hoe HMHCTpyMEHTalbHBI
BOCIIAJICHUE C e: KT nerkux
HEKPO30M (y37bl,
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Muxkpockonuyecku

U MOJIMAHTUUAT
(MITA)

Do3uHopuIIN
rpaHyJIeMaTO3HbIN
MOJIMAHTHUUT
(OI'TIA)

Capxou103

Cudunuc

(moaTBepkIaeTCs
ouorcuei)

[IpenmymiecTBeHH
0 MOYEYHOE
nopaxeHue 6e3
BBIPAXKEHHOTO
rpaHyJieMarosa,
MeHee
BBIPAKEHHBIE
CUMIITOMBI
BEPXHUX
JIBIXaTEIbHBIX
nyTen

Hanu4aue act™msl,
BbIpaKEHHAas
PO3UHOPUIHS,
aJJIepru4ecKue
peakiuu,
MOpakKeHUE KOXKHU
Y HEPBHOU
CHUCTEMBbI; MEHEE
BBIPKCHHBIC
JIOP-cuMnToMBI

[Topaxxenue
JIETKUX,
TuM(paTUIECKUX
y3JI0B, KOKH U
IJ1a3; TpPaHyJIeMbl
0e3 Hekpo3a

CucremHbie
CUMITTOMBI
MO3HEN CTaAuU
cudumuca;
KO>KHBIE
BBICHITIAHHUS
(mamysne3Ho-
y3JI0BOM THII);

UHQUIBTPATHL,
KaBEPHBI,
AIbBEOJIIPHOE
KPOBOTEUEHHE);
KT mpumarounsix
nasyx Hoca.

JlabopaTopHbie:
MIOJIOKUTEIIbHBIN
MPO-AHIIA,
aHaJIN3 MOYU
(rematypusl,
POTEUHYPUS);

NHcTpymMeHTaIbHbBI

e: KT nerkux c
MH(}UIbTpaTaMU.

JlaGopatopHble:
BBICOKHMI YPOBEHb
303MHO(UIIOB,
MOBBIILICHHbBIE
ypoBHu IgE;

ANCA moryT ObITh
IOJIOKUTEIIbHBIMH,

HO MEHee
crienuUUIHBI.

JlabopaTopHbie:
OTpHUIATEIIbHBIN

AHIIA.

NHcTpymMEeHTaNBHBI

e: KT nerkmx —
y3J16l 0€3
KaBEpHAIINH,
ouorcus:
rpaHysiemsl 6e3
HEKPO3a;

Ceposiornueckue
TECTHI:
MOJI0KUTEIbHBIN
VDRL/RPR,
MOJTBEPKICHUE
Crenu(pUIHOCTH C
nomolIiso FTA-
ABS unu TPPA;
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OtcyTcTBHE
TPaHyJIEMaTO3HOIO
BOCITAJICHUS
(XxapakTepHOTo st
I'TIA); MOI0XUTENBHBIN
PR3-AHIIA uckmtogaet
MIIA.

Knunnueckas kaptuHa ¢
SPKO BBIPAKEHHOU
s03uHOPUINEH U
aCTMOM, OTCYTCTBHUE
TUMUYHBIX HOCOBBIX
U3MEHEHUI
rpa”yJIeMaTo3a,
xapaktepHoro s ['TIA.

OTCyTCTBHUE CUCTEMHOIO
BACKYJINTA C
BBIPaKEHHBIM
BOCIIAJICHUEM;
OTPULIATENIbHBIN
pesynbTar AHIIA.

Hanuuue
criennpruuecKou
ceposoruu cudumuca
(VDRL/RPR, FTA-ABS,
TPPA), oTpuuareabHbIi
AHIIA, oTcyTcTBUE
XapaKTEePHBIX
IpaHyJIeMaTO3HBIX



DKCTpaHaaabHast
Ha3aJIbHAs
mumdpoma (NK-T
KJIETOYHAs )

nopaxxenue [THC,
SHJIOKap/IUT.

Jlokamm3oBaHHEIE
CHUMIITOMBI B

HOCOBOMU MOJIOCTHU:

JUIMTEIILHAS
3aJI0KEHHOCTD,
HOCOBBIC
KpPOBOTEUYEHHS,
MECTHOE
pa3pylieHue
TKaHEH;
CUCTEMHbIC
CUMIITOMBI MOTYT
OBITH cJ1a00
BBIPAKEHBI WIIH
OTCYTCTBOBATb.

WHOTIa Ononcus
MOPa’KEHHBIX
YYaCTKOB.

JlaGopartopHble:
HOPMAaJIbHBIC WU
MTOBBIIIICHHBIE
MoKa3arenu
BOCIIAJICHHUSI, HO
OTpULIATEIbHBIN
pesyinbTaT AHIIA.
NucTpymMeHTaIbHBI
e: KT HocoBbIx
nasyx ¢
BBISIBIICHUEM
MAaCCUBHOI'O
o0pa3oBaHus;
IIOT-KT mna
OIICHKH
MeTaboInYeCKOn
AKTUBHOCTH;

HemennkamMeHTO3HOE JieueHHeE (C 10KA3ATEJIbHOI 0a301)

U3MEHECHUH,
xapaktepHbix 1 ['TIA.

buornicus ¢
UMMYHOTUCTOXUMUYECKH
M MOATBEPKICHUEM
3JI0Ka4€CTBEHHOM
IUM(pOMBI;
oTpuuarenbHbiii AHIIA;
OTCYTCTBHE
rpaHyJI€MaTO3HOIO
BOCHAJICHHS,
xapaktepHoro misa ['TIA.

HemenukamenTto3noe sieuenue ['TIA HampaBieHo Ha yinydlieHHE 0OIIEro COCTOSHUS

manuceHTa, CHHKCHUC CHCTCMHOI'O BOCIIAJICHHA, MUHHMH3AIUIO PHCKA OCJIO’KHECHHUN U

IIOBBINICHUE Ka4dy€CTBa JKH3HU,

AOIIOJIHAA MCAUKAMCHTO3HYIO  TCpalluro. Hixe

MMPUBCACHLI OCHOBHBLIC HAIIPABJICHUA HCMCIAWKAMCHTO3HOTI'O JICUCHHMA C YKAa3aHUCM

JIOKa3aTeIbHOU Oa3bl:

Ilnasmadepes
o Omnucanue:

[Iponienypa oOMEHa TIUIa3MBlI,

IIO3BOJIAIOIIAaA

OBICTPO  CHHU3HUTH

KOHIIEHTPAIMIO ITUPKYJIUPYIONINX MaToJorudeckux anturen (Hanpumep, AHIIA) u
POBOCHAIUTENBHBIX IUTOKUHOB.

o /Jloka3arenbHasi 0a3a: PesynbraTel nccinenoanuss PEXIVAS noxaszamu, yto npu

TAKCIIBIX

dopmax TTIA,
KPOBOTEUCHHUEM

uim  OBICTPO

COIPOBOYKIAFOIIUXCS

IPOIPECCUPYIOIIIM

b y3HbIM  AJIbBEOJISIPHBIM

TJIOMEPYJIOHEPPUTOM,

masMadepe3 MoxkeT ObITh d(PGHEKTUBHBIM JOMOJHEHHUEM K UMMYHOCYIPECCHBHOM

TepaIuu.

o Herounuk: PEXIVAS Trial, NEJM
Jlandcrania-moaupukanuu

o OTka3 oT KypeHus:

33



Onucanme: IlpekpaiieHne KypeHHs CIIOCOOCTBYET VYIYUIIEHHUIO JIETOYHOM
(I)yHKLII/II/I, CHHNKXCHHUKO CUCTCMHOI'O BOCIIAJICHU A )51 YMECHBIICHHIO pUuCKa
I/IH(bCKHI/IOHHLIX OCJIOKHEHUM.

Z[oncasaTe.anaﬂ 0a3a: MHOro4YHCIIEHHBIE HCCIICAOBAHUA ITOATBCPIKAAKOT, YTO
OTKa3 OT KypeHI/I}I ITOJIOKHUTCIIBHO BJIHWACT HA (1)YHKI_II/IIO JICTKHUX U 0611166 COCTOAHHUC
ITAIIMCHTOB C XpOHI/I‘-ICCKI/IMI/I BOCIIAJIUTCIIbHBIMUA 3a6OJ'ICBaHI/I$IMI/I.

HUcrounux: NCBI, Smoking and Lung Function

3nopoBoe nuTaHue U PpU3nYecKasi AKTHBHOCTD:

Olmcamle: C6aHaHCI/Ip0BaHHaﬂ AUECTAa, 6oraTa51 AHTUOKCUJAaHTaAMHU U OMeFa-3

KUPHBIMH KHUCJIOTaMH, a TaK)Xe PEryJsIpHbIe YMEpPEHHbIC (U3UMYECKUE HATrpy3Ku
MIOMOTAIOT CHIKAaTh YPOBEHb BOCHIAJICHUS U YIIy4IIaTh 00IIee CaMOYYBCTBHUE.
Joka3aTenbHast 0a3a: VccnenoBaHuWs TOKa3bIBAIOT, YTO JueTa U (U3HYECKas
AKTHUBHOCTb OKAa3BIBAIOT IIOJIOKUTEIBHOE BIWSHHE HA KA4eCTBO JKH3HH WU
YMEHBIIAIT BOCHAIUTENBHBIE MAapKEPhl y TMAIMEHTOB C ayTOMMMYHHBIMH
3a00JIEBaHHUSIMU.

Hcrounuk: NCBI, Diet and Inflammation

Ilcuxosornueckasi moaaepxKa u o0pasoBaresibHbIe IPOrPAMMbI

@)

Ilcuxosiornyeckasi moaaepxKKa:

Onucanue: Ctpecc U 3MOLMOHAIBLHOE HAIPSKEHUE MOTYT yCYryOJsiThb TEUECHHE
I'TTIA, mosTOMy KOHCYJBTAalMM C IICMXOJIOTOM, Y4acTHE B Ipynnax HOMJIECPKKH U
MICUXOTEpanus MOMOTAaIOT CHU3UTh YPOBEHb CTPECCa U YIYUIIUTh MPUBEPKEHHOCTh
Teparuu.

Oo0pa3oBaTe/ibHbIE IPOTPAMMBI:

Onucanme: OOyyeHHE TIAIMEHTOB OCOOCHHOCTAM 3a00JieBaHUsA, METoAaM
CAaMOKOHTPOJISI U BaXHOCTH PETYJISIPHOTO HAOIOJIEHUS CHOCOOCTBYET JIyYIIEeMY
YIPaBJICHUIO COCTOSTHUEM U CHMYKEHUIO YKCIIa TOCTTUTATU3 AU,

Jloka3zaTeabHass 0a3a: KiouHuyeckue  MCCleNOBaHUS  IMOKa3bIBAIOT,  4YTO
CTPYKTYypHUpOBaHHBIE 0Opa3oBaTEIbHbIE MPOTpaMMbl YJIYUIIAIOT KA4eCTBO KU3HU
MalMEHTOB C XPOHUYECKUMU ayTOUMMYHHBIMH 3200JICBAaHUSMHU.

Hcrounnk: NCBI, Patient Education in Chronic Diseases

PeryasipHoe Ha0/101eHMe U MYJIbTHINCHUIIIMHAPHBINA MOAX0/1

o

o

Onucanue: IlocrossHHOE HaOMIOAEHME, BKJIIOYAs PETyJApHbIE J1abOpaTOpPHBIE U
MHCTPYMEHTAJIbHBIE O0O0CIEAOBaHUsA, TMO3BOJIIET CBOEBPEMEHHO OOHApYXUBATh
oOocTpeHus: 3a00JIeBaHUsI U KOPPEKTHUPOBATH TEpanuio. MynbTUIUCIUTUIMHAPHAS
KoMaHga (peBMarosior, Hedposor, mnyiabMoHosor, JIOP-cnenuaiucT, MCUXoJor)
o0ecrnieunBaeT KOMIUIEKCHOE BEJICHHE MallMeHTA.

Joka3zareabnas 6a3a: Pexomennauun EULAR u ACR noguepkuBaroT BaKHOCTb
PETYJIAPHOTO HAONIONEHUS M MEXAUCUUIUIMHAPHOTO MOAXO0Ja ISl ONTHUMH3AIUH
pe3yabraroB Jieuenus [TIA.

Hcrounux: EULAR Recommendations
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DT Mepbl, OCHOBaHHbIE Ha JOKa3aTeJbHOM 0a3e, CHOCOOCTBYIOT CHMKEHHIO
CHUCTEMHOT0 BOCHAJICHUs, YJIYYIICHUIO (PYHKIIMM OPTaHOB U OOINEro KauyecTBa >KU3HU
naresToB ¢ ['TIA.

4. TakTuka aMm0yJIATOPHOIO JICYCHMSI
[Tpu amOynatopuom neuenuu ['TIA mepBocTeneHHYIO POJb UTPACT PEBMATOJIOT,

KOTOPBIM OCYIIECTBISIET KOMILUIEKCHOE HAOJIOJICHUE U KOPPEKTUPOBKY TEpamuu 0
BO3HUKHOBEHHUS TMOKa3aHUN K rocnurtaiu3anuu. Huxe mpuBeIeHO KpaTKoe OMUCaHue

[I01X0/1a:
PeBmarosior — croenuaincT, oOJaJalollMi OIIBITOM BEICHUS MAIUEHTOB C
BaCKYJIUTaMHU. On MIPOBOJUT aMOyJiaTopHoe HaOII0ACHHE, Ha3HAYyaeT

UMMYHOCYIIPECCUBHYIO ~ TEpaNHio, KOHTPOJMPYET JUHAMUKY KIUHUYECKUX H

nabopaTopHbIX nokaszarenen (Hampumep, COJ, CPb, ypoBenb kpearununa, AHIIA), a

TaKK€ KOOPAMHHPYET padoTy ¢ y3KONpo(UIBHBIMHU crenraiucramu (HedpoJor,

myJibMOHoJI0T, JIOP-cienpanuct u Ap.) Npy BBIABICHUH OPTaHHBIX OCIOKHEHUU.

TakTnka aMm0yJIaTOPHOIO JIeYeHHS :

PerynsipHoe Ha0JirofeHre 1 MOHUTOPHHT:

o IlanueHTy MpoBOASATCS MEPUOAMYECKHE KIMHMYECKHE OCMOTPBI U JabOpaTOpHBIE
uccinenoBanus (OAK, COD, CRP, ananmu3 moun, PyHKIIHS MMOYEK, CEPOTOTHUSCKUE
tecTel HAa AHIIA).

o Onpenenstorcs TMHAMHKA BOCHAIMTEIBLHOTO IMPOIEcca U COCTOSTHUE MOPaKEHHBIX
OpraHoB.

HonaepxuBarouias repanus:

o Ilocne mocTukeHus pEMUCCUU MOCPEICTBOM MHIAYKIMOHHOW TEpanuy MPOBOAUTCS
NOJJICP)KUBAIOIIAsl  Tepamus  C  MCHOJIb30BAHMEM  MEHEE  TOKCHYHBIX
UMMYHOCYIIDECCUBHBIX ~ TpenaparoB (Hampumep, as3aTHUONPUH, METOTpEKcar,
MUKO(hEeHOTIaT MO(DETUIT) U TTIOCTEIIEHHOE CHIKEHUE J103bI TTTIOKOKOPTUKOUIOB.

o OCHOBHas 1lelb — COXPAaHUTb PEMHUCCUI0 U MPEIOTBPATHTH PELUAMBBI,
MUHUMH3UPYA T0OOUHBIE 3P PEKTHI JIIUTETBHON TepaIuu.

IIpodunakTuka 0CI0KHEHUM:

o [lpumensroTcss Mepbl o NpopUIaAKTUKE UHPEKIIMOHHBIX OCIIOKHEHUH, TaKue Kak
Ha3HAYCHUE KOTPUMOKCA30Jia i MPOPUIAKTUKN MTHEBMOIMCTHON MHEBMOHUH, a
TaK)Ke BaKIMHaLMs (MIPOTUB IPUIIA, MTHEBMOKOKKA, rernarura B).

o [Ilanmenty mpoBoAsTCS 00pa3zoBaTENbHBbIE MEPOINPHUATUS MO CaMOOOCTYKHUBAHMUIO,
COOJIIOJICHUIO TUTHEHbl W CBOEBPEMEHHOMY OOpallleHHI0 3a MEIULMUHCKOU
MOMOILBIO NP 000CTPEHUU CUMIITOMOB.

HanpagJ/ieHue Ha cTallHOHAPHOE JIeYeHHUe:

o Ilpu yXyAlIEHUU COCTOSIHMSI, MPOSBICHUU OCJOXKHEHUH (Hampumep, OBICTPO
mporpeccupytomuii raomepynonedpur, nuddysHoe aabBEOIIPHOE KPOBOTECUCHHE
WU JApYyrue yrpo3bl s JKU3HUA) TAlUUEeHT MEePEeBOAMTCS B CTallMOHAp IS
MPOBEJICHUS] HHTEHCUBHOM Tepanuu (ITyJbCcoBasi Tepanus, miamadepes u ap.).
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OTa aM6YJIaTOpHa}I TaKTHKa HaIllpaBJICHA Ha ONTHUMH3AUIO TCPAIIUH, IIOAACPIKAHNC
pPEMUCCHHU MW CBOCBPEMCHHOC BbBIABJICHUC OCJIO)I(HCHI/IfI, 4YTO IIO3BOJIACT YJIYYIIUTDH
,Z[OJIFOCpO‘iHLIfI IMPOIrHO3 U KAa4YCCTBO KU3HHU ITAITUCHTOB C I'TIA.
EULAR Recommendations for the Management of ANCA-associated Vasculitis

HemenukameHTo3HbIe (HEKOHCEPBATHBHBIC) MEPHl HANpPaBJICHbI HA MOIIEPIKKY
OpraHu3Ma, CHIDKEHHE CHCTEMHOrO BOCHAJICHUS, YJIYYIICHHE KayecTBa U3HHU H
CHUKEHUE PHUCKAa OCJIOKHEHUU, JOMOJHSS OCHOBHOE MEIUKAMEHTO3HOE JICUCHHE.
VYkazaHbl MpeuMyIlecTBa KakI0ro MoJIX0/1a, a TaKKe MPUBEIACHBI CCHUIKM HAa HAYYHO
000CHOBaHHBIE HCTOYHUKHU.

Taomuua: Hemenukamenrosnoe neuenue ['TIA

HemennkaMeHTO3HO
e JieyeHue

3noposBblii 00pa3
JKU3HU

CoanancupoBaHHOe
nuranue / Jluera

PexxuM qHA M cHaA

durorepanus

Onucanue

Perynspuas pusndeckas

AKTUBHOCTb, OTKA3 OT
KYPEHHUsI, KOHTPOJIb
BECA, YMEPEHHOE

MOTPEOJICHUE aTTKOTOJIS.

[IpoTuBOBOCTIANIMTENIEHA

s nueTa (Harmpumep,
CpeIn3eMHOMOPCKAs
JMeTa WIN JTUeTa,
PEKOMEHIOBAaHHAS TIO
croiry NoS miist
MPOQUIAKTUKA
BOCITAJTUTEIHHBIX
IIPOIIECCOB).

PerynsapHslil pexxum
JTHSI, TOJIHOIICHHBIN COH
(7—8 yacoB HOYBIO),
CTPYKTYpPUPOBAHHOE
pacnpeneneHue
pabodero u oTpIXa.

[Ipumenenue
PaCTUTENBHBIX CPEJCTB
c
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IIpenmyuecrBa

VY ydienue oduiero
COCTOSIHHSI, CHIDKCHUE
YPOBHSI CUCTEMHOTO
BOCTIAJICHUS,
MOJIJIEP>KKa CEP/ICUHO-
COCYAUCTON CHCTEMBI.

CHuxeHune
BOCIIAJICHUS,
yIIy4IlIeHUE
MeTab0IMYECKOTro
cTaTyca, HOJJIEepKKa
UMMYHHOUN (yHKUHUU.

Boccranosnenue
UMMYHHOH (PYHKIIHH,
CHW)XEHUE CTpecca,
yIIydlIeHHue 00IIero
CaMOUYyBCTBHUS U
KauecTBa KU3HU.

CHMXEHHE ypOBHS
BOCIIAJIEHUS,
AHTUOKCUJaHTHAs

HUcrounuk
(rumepccpLIKa

)

NCBI: Diet
and

Inflammation

NCBI: Diet
and

Inflammation

NCBI: Sleep

and Immune
Function

NCBI: Role of

Phytotherapy

in Chronic
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https://www.ncbi.nlm.nih.gov/pmc/articles/PMC6267400/
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HUcTouHuk

HemeankameHTO3HO
Onucanue IIpeumymecrBa  (rUmepccbLIKA
e JieyeHune )
POTHUBOBOCIIAJIUTEILHBI TTOACPIKKA, Inflammation
M 3 pekToM (Hampumep, yIydIieHue
KYPKYMUH, 3€JCHBIN MMMYHHOTO OTBETA B
yaii, oMera-3 )KupHble  KayecTBe
KHCJIOTHI, UMOUDB). JIOTIOJTHUTETHHOMN
MEpBHI.
Yiy4dieHue
JleueOHas Pu3KyIbTYypa, MUKPOLUPKYJISAIUH,
a’poOHbIC YIIPAKHEHUS, TOAACP)KAHUE NCBI: Patient
Maccax, Hora u ipyrue  pusndeckon Education in
dusunorepanus . )
BH/IBI JICUSOHOM aKTUBHOCTH, CHIbKeHHe Chronic
buzuyeckon cTpecca u ynyumenue Diseases
AKTUBHOCTH. 00111eT0 KauecTBa
KU3HH.
[Ipumenenue [Tonnepxka
aJlanTOreHOB aJlanTaIlMOHHbIX
(HampuMep, )KEHbIIIEHb, MEXaHU3MOB NCBI:
JApyrue HapoaHbie .
poauoJia po30oBasi) u opranms3ma, cHmkeHne Adaptogens in
cpeacTBa
P TPaBSIHBIX COOPOB C cTpecca, Stress and
(BcmoMorareJibHbI€) .
JOKa3aHHBIM JIOTIOJTHUTEIHLHOE Immunity

MIPOTUBOBOCTIATUTEIBHBI MPOTUBOBOCTAIUTEIHH
M 3 peKToMm. o€ JIeCTBHE.

Takol KOMIIIEKCHBIN IMOJAXO/ MMOAIEPKUBACTCS COBPEMEHHBIMUA HAYYHBIMU JAHHBIMU U
PEKOMEHJ0BAH B KAUECTBE BCIIOMOTATENIBHON Tepanuu y nmanueHToB ¢ ['TIA.

NCBI: Diet and Inflammation

NCBI: Sleep and Immune Function

NCBI: Role of Phytotherapy in Chronic Inflammation
NCBI: Adaptogens in Stress and Immunity

OcuoBHo# 1enbro teueHud ['TIA gaBiaserc:

bricTpoe mopaBieHHWE aKTUBHOTO BOCHAIUTEIBHOTO IMpolecca (MHIYKIHOHHAsS
Tepamnusi) I JOCTHIXKEHUS PEMUCCHU U TPEIOTBPAIICHUS HEOOPATHUMBIX
W3MEHEHUN B OpraHax.
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o Ilogaepxkanue pemuccud ¢ MUHUMU3AIMEH MOOOYHBIX 3(P(HEKTOB IUTEIbHON
Tepanuu (MoAep>KUBaroIIas Tepamnus).

o Ilpodunaktuka ocinoxHeHUH (Hampumep, MHGEKIU) U yIydlIeHHE KauyecTBa
"KU3HU MAIUECHTOB.

Jleuenne I'TIA cocTouT M3 [BYX OCHOBHBIX JTaloOB: WHAYKIMOHHOW TEpPAIHH
(HamleneHHONW Ha OBICTPOE TOAABJICHHWE BOCHAICHHWS) W TMOAJCP>KUBAIONICH Teparnuu
(obecnieunBaroliell COXpaHEHHE PEMUCCUU B aMOYJIAaTOPHBIX M JOMAITHUX YCJIOBHSAX).
[IpumensitoTcss Takue (papMakoJIOTUUECKHE TPYMIbl JEKAPCTBEHHBIX CPEACTB, Kak
[UIFOKOKOPTUKOUABI  (TIPEAHU30JI0H),  HUTOCTaTukH  (mukiodochamua)  wiu
OMoJOTHYECKUE MpenapaThl (pUTYKCUMa0) Ha 3Tare UHAYKIMH, a 3aTeM Ipenapathl AJis
NOJJICP)KAHUST PEMHCCHM  (a3aTHONPUH, METOTpeKcaT, MukodeHonar modeTu).
JIOTIOJIHUTENbHO ~ Ha3HauaeTcss  mpouiakThka  WHQEKIWid ¢ MOMOIIBIO
TpuMeTonpumM/cyibphamMeTokcazona. PeryiaspHoe HaOMIOAEHHE J€YalluM BpadyoM
o0ecrneunBaeT KOPPEKTUPOBKY TEPAIMU U CBOCBPEMEHHOE BBISIBIICHHE OCIOKHEHHIA.

1. Unoykyuonnas mepanus
[IpoBomuTCcs B YyCIOBHSX CTalMoOHapa WM B aMOyJIaTOPHOM OTACJIICHUH TPU
HEO0OXOMMOCTH UHTEHCUBHOTO HaboieHus1. OCHOBHBIE MTpenapaTh:
o ['mroxokopTHUKOUABI
o Ilpegnuzonon
o MertwimpeHU30JI0H
« HMMyHOCYympeccuBHBIE TpenapaThl
o Huknodochamun
o Purykcumab
2. Iloooepoicusarowias mepanus
[Tocne mocTh eHUsT PEMHUCCHUU MPOBOJUTCS JieUeHHUE B aMOyJATOPHBIX M JOMAIIHUX
YCIOBUSX IS MOAIEP KAHUS PEMUCCHH Y TIPEIOTBPAIICHHSI PEITUIUBOB.
« HMMyHOCynpeccuBHBIE TpenapaThl ISl MOAIEPKaHUS PEMHUCCUU:
o A3satHonpuH
o MertoTtpekcar
o MukodeHonat MmodeTul
o IIpodunaktrka HHGEKIIMOHHBIX OCIOKHEHUN:
o Tpumertonpum/cynbhaMeToKca3o
Posb aMOynaTOpHOTO M JOMAIIHETO JICUEHUS
B aMOynaTOpHBIX M IOMAIIHUX YCJIOBUSAX BEACTCS IMOAJCPKUBAOIIAS TEPaIUs
A coxpaHeHWs pemuccuu. Jlewammii Bpad (PEeBMATOJIOT) PETYISPHO MPOBOAMT
HAOIIIO/ICHUS, KOPPEKTUPYET TO3UPOBKY MPEMapaToB U KOHTPOIHPYET 1ab0paTOpHbIE
nokazateru  (COD, C, ¢dynkmuio mouek, ypoBaun AHIIA), u4ro mo3BoIsIET
MUHUMH3UPOBATh PUCK PEIUIMBOB U OCIOXHEHUU. [Ipy yXynmieHun KIMHUYECKOTO
COCTOSIHUS TTAIIMEHT HAMPABIISCTCSA B CTAlIMOHAD /I MHTEHCUBHOM TEpaImu.
EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides
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CnHucOK OCHOBHBIX JIEKAPCTBEHHBIX CPEICTB (¢ BEPOATHOCTHIO UCIIO0JIb30BAHUS
100%): He00X0AMMO BKJIKYUTH YPOBEHb 10KA3aTEJIbHOCTH
MexayHapoaHO Cr10co6
dapMmakoTepaneBTH 3aMaTEHTOBAHHOE YpoBeHb
NpUMeHeHHn
yeckasi rpynmna

Ha3BaHHue . AOKAa3aTCJIbHOCTH

npemnapara

[ TFOKOKOPTHKOU B [Ipennusonon HavanpHas

mo3za—1
MI/KT/IEHD
He 6oiee 80
MTI/CyT
epopaIbHO
c
TTOCJICTYFOTITH
M
ITOCTEIEHHBI
M
CHI)KEHHEM;
MetunnpeHu30J10H [Tynsc
Tepamnus —
500-1000
MI/IIEHD B
TeyeHue 3-5
JTHEU

1 A-B

1 A-B

NmmynocymipeccuBnabl  [uknodocdamun
€ cpeAcTBa —

VHIYKIUSA

BuyTpuBeHH 1 A-B
0: 0.5-1 r/m?
Kaxkaple 2—3
HEJIeIH;
OpanbHo: 2
MT/KT/I€Hb
Purykcumab 375 mr/m?

€XKCHEJICTIbHO
B TeueHue 4

Henenb nin 1
T IBaXKIbI C
WHTEPBAJIOM
B 2 HEeOenu

2-3 1B
MI/KI/0€Hb

1 A-B

NMMyHOCYTIpECCUBHBI A3aTHONpuH
€ CpeACTBa —
MO ACP)KAHUE

MetoTpekcar 10-20 mr
OJIVH pa3 B
Heneno (¢

1B
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bonmeBoit
KUCJIOTOMN
TUTS
KOPPEKLUN)

Muxkodenonat 1-2 r/nenn 1B
MO(ETHIT

Cnmcok J0M0JTHATENbHBIX JIEKAPCTBEHHBIX CPEACTB (BEPOSATHOCTH
ucnoab3osanus medHee 100%): He00X0AMMO BKJIKYUTH YPOBEHD

A0KA3aTeJbHOCTH
dapmakorepa R e
3alIaTEeHTOBAHHO YpoBeHb
NMmeBTHYeCKAas! Cnoco0 npuMeHeHus
€ Ha3BaHHe A0KA3aTeJbHOCTH
rpymma
npenapara
[Ipodpunaktuka Tpumeronpum/Cy 400/80 Mr exxeTHEBHO 1B
uH)eKIMiA aeamerokcazon  wim 800/160 mr Tpm  EULAR Recommendations
pasa B HEZIEIO for ANCA-associated
Vasculitis
NHruburopsl ABaxormag™® OO0b1yHO 30 M ABaXKIIBI 1B
peLenTopoB B I€Hb https://www.nejm.org/doi
KOMILUIEMEHTA /full/10.1056/NEJMo0al80
3531
Nmmynornodyn  HopmainbHblit B/B 0,4- 2 r/kr 1 2B
WHBI UMMYHOTJI00YJIMH pa3/cyTku, https://www.ncbi.nim.nih.
(MmmyHOMOYT yeJ0BeKa 3- 5 cyTok gov/pmc/articles/PMC499
u- 7436/
pytoiue
nperaparhi)
[Ipenapats! ajist AnenapoHar 70 Mr OJIMH pa3 B IB
MPOQUIAKTUKA HEZICIIIO https://www.ncbi.nIm.nih.
OCTEOTIOpO3a gov/pmc/articles/PMC274
5563/
Kanpmi 10001200 mr/neusn 1B
Buramun D 800-1000 ME/nenn 1B
Buramuu B9 donueBasa 5-10 mr B HEnento, 1B
(mopaepkka KHCIIOTa 00bIuHO npuHUMaeTcs  https://www.ncbi.nlm.nih.
MeTaboIu3Ma) COBMECTHO C gov/pmc/articles/PMC428
METOTpEKCaTOM 7956/

*BKiouenue 6 KIUHUYECKUIL NPOMOKON JIeKAPCMEEHHbIX CPeOCme, He
3apezucmpuposannvix 6 Pecnybnuke Y3zOekucman, ne A611emcsa OCHOGAHUeM 0l
603MeuieHUs 3ampam 6 pAMKAX 2aPAHMUPOBAHHOZ0 00bema Oecnaamuou
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MEOUUUHCKOII NOMOWU U 8 CUCHeMe 0053AMeNTbHO20 COUUATIbHO20 MEOUUUHCKOZ0
CMpAxXo6anusi.

B amOynaropHoM Jed4eHMHM TIpaHyjemMaTo3a C MOJUAHTHMUTOM IOKa3aTelu
0€30MacHOCTH JIMarHOCTMYECKMX M JIEYEOHBIX METOJIOB BKJIIOYAIOT OTCYTCTBHE
OCJIO)KHEHHUH MOCIe MHCTPYMEHTAIbHBIX UCCIEIOBAHUNA U MEIUKAMEHTO3HOW Tepanuu,
a Takke CTaOWIbHBIC TMOKa3aTelu JTabopaTOpHBIX HccleAoBaHUN. DPPEKTUBHOCTD
JICYEHUS] KOHTPOJIUPYETCS MO KIMHUYECKUM CHUMIITOMAaM, CHUYKEHUIO BOCIIAIMTEIbHBIX
MapKepoB, cTabunuzanuu (YHKIUUA OPraHOB U JUHAMHUKE CEPOJOTHYECKHX TECTOB.
PerynspHplii  MOHMTOPUHI ¥  CBOEBPEMEHHOE  BMELIATEIBCTBO  IMO3BOJISIOT
NOAJCPKUBATh PEMUCCHIO, CHUXKasg PUCK PEIUAUBOB U  OCJIOKHEHUH, YTO
MOJITBEPKICHO COBPEMEHHBIMU PEKOMEHIalUSIMU (YPOBEHB JI0Ka3aTeIbHOCTU 1b — 1st
OCHOBHBIX METOJIOB, 2a/2b — 115l TONOJIHUTEIbHBIX KPUTEPHUEB).

1. [TokazaTenu 0€30MaCHOCTU AUATHOCTUYECKUX METOJIOB
o OTcyrcTBHE 0CI0KHEHUI TPH HHCTPYMEHTAJIBbHBIX HCCJIEI0BAHUAX:

o Pentrenorpadus/KT jerkux: oTCyTCTBME MHBA3UBHBIX MOOOYHBIX
7 (PeKTOB, TAKUX KaK aJUIEPrUYECKUe PeaKklui Ha KOHTPACT WIIH
000CTpeHHE CUMIITOMATHKH.

o DbHOINCHA MOPAKEHHBIX TKAHEH: OTCYTCTBUE 3HAUUMBIX
MOCJIEONEPALIMOHHBIX OCI0KHEHHUH (KpOBOTEUEHUS, MH(PEKIIMH ) TPU
MIPOBEICHUH C COOJIIOICHUEM CTEPUIILHOCTH M MOCIE0NEPAIMOHHOTO
HaOII0ACHUS.

o JlaGopaTropHble ucciae10BaHUA:

o Jumarnoctuueckue aHanu3bl (00mmii ananus kposu, COD, CPb, AHIIA)
MPOBOSITCS C MUHMMAJIbHBIM PUCKOM JIJIs1 TALIUEHTA.

YpoBeHb 10Ka3aTeJbHOCTH: 1b (TaHHBIC paHIOMH3UPOBAHHBIX KOHTPOIUPYEMBIX
MCCJIEIOBAaHUM U CUCTEMATHUECKUX 0030pOB).
2. Iloka3arenu 0€30MaCHOCTHU Je4eOHBIX METO/I0B

o OrcyrcTBHE OCJI0KHEHUI MOCJIE MEIMKAMEHTO3HOI'0 JICYCHUS

o KoHTpoabs mno004HbIX 3Q(PeKTOB TIIIOKOKOPTUKOUAHON Tepanum:
CTaOWJIbHBIE TIOKa3aTeld (PYHKIUHM TICYCHH, T[OYEK, OTCYTCTBHE
BBIPQXKEHHBIX THUIEPIVIMKEMUH, THUIEPTEH3UH M  OCTEONopo3a MpHu
peryJipHOM MOHHUTOPHUHTE.

o OtcyrcrBue HH(PEKIHUOHHBIX OCJH0KHEHUNM: OTCYTCTBHE NPU3HAKOB
MHEBMOIIMCTHON MHEBMOHUH, TyOepKyyn€3a W Apyrux UHGEKIud mnpu
UCIIOJIb30BAHUU podUIaKTUKH (Hammpumep,
TPUMETONPUM/CYIb(HaMETOKCA30I1).

o KoHTpoiasn JNO3UPOBKHU HMMYHOCYTIPeCCHBHBIX npenaparoB
(uuknodochamua, PpuTyKcuMad):  OTCYTCTBHE  IIUTOTOKCHYECKHX
peakimii, KOHTpoJMpyemasi JWHAMUKa Ja0OpaTOPHBIX TOKa3aTesei
(JtetikomeHusi, TPOMOOITUTOTICHUS ).
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YpoBeHb [0Ka3aTelbHOCTH: |b IS OCHOBHBIX METOJOB JICUECHMS; JIaHHBIE
oOcepBallMOHHBIX  HcchenoBanuii  (2a/2b)  moaTtBepkaaroT  O0€30MacHOCTh B
aMOyJIaTOPHOM MPUMEHEHUU TIPU YCIOBUH PETYJISIPHOTO KOHTPOJIS.

3. JlnarHocTU4YeCKUE KpUTEPUU KOHTPOJIS 3P (HEKTUBHOCTH JIEUEOHBIX MEPOTIPUATUN
Jlist ontenku 3pdexruBHOCTH NeueHus [ TIA B aMOymaTOpHBIX yCIOBUAX UCTIOIB3YIOTCS
CIEAYIOIINE KPUTEPUU:

o Kunnuueckue nmokazaresin:

o YnyumieHue WIM CTaOWiIM3alus CHUMIOTOMOB (CHHXKEHHE JKalod co
CTOPOHBl BEPXHUX M HWKHUX JbIXaTEIbHBIX NyT€H, YMEHBIICHUE
CUCTEMHBIX CUMIITOMOB: JIUXOPaJKa, MOTePs Beca, yCTaOCTh).

o YIIy4lIeCHUE COCTOSIHUSI OpPraHOB-MHUIIEHEH: YMEHBIICHHE OTEKOB,
HOpMAaJIU3alus apTepUATbHOTO AaBICHUS.

o JlaGoparopHble moka3aresin:

o CHuxKeHHe BOcHAJUTEJbHBbIX MapkepoB: COO n CPb cHmxkaroTcs 1o
HOPMAaJIbHBIX WM OJM3KUX K HOpMe 3HaueHuil (Hanpumep, COD Huxke 15—
20 mm/4, CPB menee 5 mr/i).

o Craéunu3anus (yHKIHHU MOYEeK: HOPMAJIU3ALUs YPOBHS KPEaTUHUHA U
noanepxxanrie GFR Ha ypoBue >60 mu/mun/1,73 m2.

o Ceposornyeckue mokasarejam: JTHHAMUYECKOE CHIKEHHUE TUTPOB PR3-
AHIIA (mpu yclmoBUM, 4YTO CHW)XXEHHUE THUTPOB KOPPEIUPYET C
KIMHUYECKUM  YIYYIIEHUEM; XOTS OTOT KPUTEPUM MCIOJB3yeTCs ¢
OCTOPOKHOCTBIO).

o MHHcTpyMeHTA/IbHBIC IaHHBIE:

o Crabunuzamnus wid yiydiieHue pentreHojorundeckux/KT-uzobpaxkenuii
Jerkux (yMEHbIIEHUE Pa3MepoB y3JI0B, MHOUILTPATOB, KAaBEPH).

o OTCyTCTBHME HOBBIX MATOJIOTHYECKUX HW3MEHEHHH MpHU MOCIETYIOUIUX
OMOTICHUSIX, €CIIM OHU MPOBOJUIIUCH JIJIT MOHUTOPHUHTA.

YPpoBeHb 10KA3aTEJILHOCTH:

o KiuHuueckue wu  ymabopaTopHbIE  KPUTEPUU  TMOJATBEPXKICHBI  JTAHHBIMU
PaHIOMH3UPOBAHHBIX KOHTPOJIUPYEMBIX uccienaoBanuii (1b) u oGcepBarmoHHBIX
uccienoBanui (2a/2b).

« EULAR Recommendations for ANCA-associated Vasculitis

« Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides,
Jennette JC et al. (2013)

B cnywae HesddexkTMBHOCTH aMOyJIaTOpHOTO JICUEHHUs TpaHyjieMaro3a C
MOJIMAHTUMTOM WY TIPU BOSHUKHOBEHUHU DKCTPEHHBIX CUTYaIlUH, KOT/Ia aMOyJIaTOPHOE
JIeYeHNE HEBO3MOXKHO M3-3a YXY/IICHUSI COCTOSIHMS MMAIMEeHTA, JeUaluid Bpad JOJDKEH
JeMCTBOBATH CIEIYIOIINM 00pa3oM:

1. Oka3zanue nepBUYHON MOMOIIH B aMOYJIATOPHBIX YCJIOBHUSX:

o Cradmiau3anus ;KU3HEHHO BAKHBIX PYyHKIUIA:
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— KoHTposib apTepuasbHOTO AABJIECHHUS, IyJbCa, YPOBHS KHUCIOpOAA B
KpPOBH.

— Ilpu HEOOXOAMMOCTHM HA3HAYEHHE KUCIOPOJHOW Tepamuu U
MH(Y3MOHHOHN MOANEPKKH 1151 KOPPEKIIUU T'eMOTUHAMHUKH.

HauaJjio BbICOK0/1030B0i#1 Tepanum:

— Ilpu npusnakax oOocTpeHust 3a0ojeBaHMs (HampuMmep, OBICTPO
mporpeccupyiomuii  ramomepynonedppur, auddysHoe  anbBEOISIPHOE
KPOBOTEUYEHHE) BO3MOKHO 3KCTPEHHOE IPUMEHEHHE BHYTPHUBEHHBIX
IJIIOKOKOPTUKOUIOB  (HAampUMep, METWINPEAHU30JOH  IYJbC) UL
OBICTPOTO MOJABJIECHNS BOCIAIUTEIBHOIO IIpOLEcca.

MeaukaMeHTO3HAs KOPPEeKLIMs:

— KoppekTrupoBka A03MpOBKH MMMYHOCYIPECCHUBHBIX CPEACTB B paMKax
aMOyJTaTOpPHOTO JIEYCHHsI, €CIM HUMEIOTCS JaHHBIE O HEAOCTATOYHOU
3((PEKTUBHOCTHU TEKYLIECH Teparuu.

2. Ioka3zanusa K HalpaBJCHHUIO B CTAIMOHAPHOEC JICUCHUC:

@)

Hapyuienue :KM3HEHHO BAKHbIX QYHKIIMN:

— OCTpo€ yXyAllleHHe (PyHKUHUU OpraHoB (OCOOEHHO MOYEK, JIETKUX) C
OpU3HaKaMu  OTKa3za  (Hampumep,  OBICTPO  MPOTPECCUPYIOIIUN
rJIOMepYJIOHEPPUT, T Py3HOE ATBBEOTIPHOE KPOBOTEUECHHE).
HeaddexTuBHOCTL aMOYJIATOPHOM Tepanuu:

— OrcyTCTBHME KJIMHMYECKOTO YIYYIIEHHUS WIH HPOrpecCUpOBAaHUE
3a0o0ieBaHusl MPU NPOBEICHUU aMOYJATOPHOTO JIEYEHUs, HECMOTPS Ha
IPUMEHEHUE CTAHIAPTHBIX TEPATIEBTUYECKUX CXEM.

PasBuTHE 0C/IOKHEHUI:

— NHekumronHbie ocinoxHEeHUs (HanpuMmep, MHEBMOLUCTHAS THEBMOHMS,
CEICUC) WM JAPYTHUE OCIOXKHEHUs, TpeOyrolre UHTEHCUBHOW Tepanuu U
JOTIOJTHUTEIBHON JUATHOCTUKH.

Tamxénoe o01ee cocrosiHue:

— Ilpy HanmUYMM TSHKENBIX CHUCTEMHBIX CHUMIITOMOB (TUIIOTOHMS, OCTpas
JbIXaTeNbHasl HEJOCTaTOUYHOCTb, MOTEPS CO3HAHUS) WM HECTAOMIBHOCTH,
YIPOXKAIOILIEH )KU3HU TTAILIUEHTA.

3. TakTuka HanpaBJeHHS:

o

o

Hemennennas nmepeaaya naiueHTa B CTAllMOHAP:

— Opra"uzanuss TPaHCHOPTUPOBKU C OOECIEYEHHWEM YCJIOBUH IS
NOJAJICP)KaHUS JKU3HEHHO BaXHBIX (GyHKIUN (KUciIopond, WH(]Y3MOHHas
Tepanus M T. I1.).

JJoxkymMeHTAIUSA:

— [lonHOE MOKyMEHTHpOBaHUE BCEX MPOBEIEHHBIX MEp, TAOOPATOPHBIX U
MHCTPYMEHTAJIbHBIX JIAHHBIX, a TAaK)Ke€ KIMHUYECKOrO0 CTaryca MalueHTa
JUTsI epenadr HHGOPMAaIIUK B CTAIIMOHAPHOE OT/ICIICHHUE.

My abTHAMCUMILIMHAPHAS KOHCYJIbTAILMA:
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— HaHpaBJIeHI/Ie nagueHTa K COOTBETCTBYIOIIHUM ySKOHPO(bHJIBHLIM
crenuaJnucram (aedponor, IIyJIBMOHOJIOT, OTOJIAPUHTOJIOT,
I/IH(beKHI/IOHHCT) I KOMIIJIEKCHOI'O 06CJ’I€I[0B3,HI/ISI U KOPPCKIHHN TCpAIINN
B YCJIOBHAX CTATMOHAPA.

O¢ddexTuBHOE HampaBleHWE B CTAI[MOHAPHOE JICUCHHWE HEOOXOAUMO s
OBICTPOTO JOCTyNa K MHTEHCUBHOW Tepamuu, Oojiee TIyOOKMM HHCTPYMEHTaJIbHBIM
WCCIICIOBAaHMUSIM U, TpPH HEOOXOAMMOCTH, XHPYpPrHUECKOMY BMEIIATEIbCTBY. ITO
IMO3BOJIAACT CBOCBPCMCHHO CKOPPCKTUPOBATH TCPAIIMIO KW CHHU3UTH PHCK PA3BUTHUA
HEOOpaTUMBIX OpPraHHBIX MOBPEXKIEHUU, 4TO 0coOeHHO KputuuHo mpu [TIA. Dtm
PCKOMCHAAINHN OCHOBAHBI Ha COBPCMCHHBIX HOOKAa3aTCIbHBIX JAHHBIX (yp0BeHI>
JI0Ka3aTeJIbHOCTH 1b 1 OCHOBHBIX METOHOB J€YEeHUA U 2a/2b Ui HOIMOJTHUTEILHBIX
KPUTEPHUEB) U UCTIONB3YIOTCA IJIsl PUHATHS PELIEHUI O MEPEX0E OT aMOyJIaTOPHOTO K
CTallMOHAPHOMY JICUYEHHIO MPH YXYAUIEHUN COCTOSIHUS MManueHToB ¢ [ TIA.

EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides

5. 3anumuTe MOJIHBIE MOKA3aHUA K TOCHHUTAJHM3AIMH B 3aBHCHMOCTH OT BHAA
OKa3bIBaeMO# MeIJUIMHCKOH MOMOIIIHU:
['ocnutanu3anmss B IUIAHOBOM  CTallMOHape oOecrnedyrBaeT BO3MOXKHOCTH

MPOBEJICHUSI UHTCHCUBHOW Tepamnuu, Oojiee JACTAIbHOTO HAOJIOACHUS 3a JTUHAMHUKOU

3a00JieBaHus, OBICTPOTO pEarupoBaHUS HA W3MEHEHMS KIMHUYECKOTO COCTOSHHS U

MPOBEJICHUS JOMOJHUTEIBHBIX HUCCIEJOBAHUM, YTO B COBOKYIMHOCTH CIIOCOOCTBYET

ontumu3anuu JieueHus: [ TIA u CHIKEHUIO pUCKa TSKEIbIX OCI0KHEHHM.

IHoka3zanus K MUIAHOBOI rocnuTagausannu nauueHTos ¢ I'lTA BriawyawT

cJIeyolIHe ACIEeKThI:

AKTHBHas cUCTeMHas (pa3a 3a00/1eBaAHNSA:

o Hanmuume BBIpaXEHHBIX CHUCTEMHBIX CHUMITOMOB (BBICOKas TeMIlepaTypa,
3Ha4YUTEIbHAS MOTEPs Beca, o01as cyiadocTh).

o Pe3koe noBeiieHne BocnanuTenbHbIx MapkepoB (COD, CPB), cBUAETENbCTBYIOINX
0 BBICOKOM yYpOBHE BOCIIAJICHUSI.

OpranHoe nopaxxeHue, Tpedyriiee HHTEHCUBHOI0 HAOIIOIeHNSI M KOPPEKIIMHU

Tepanuu:

o Ioukm: BeicTpo mporpeccupyromuii TIOMepyI0HEDPUT, BEIPAKCHHBIC HAPYIIICHUS
¢byHKIIMM TIOYeK (TIOBBINICHHBIW YpPOBEHb KpeaTWHWHA, CHIKeHHbIH GFR),
NOATBEPKAEHHBIC JTAOOPATOPHBIMU JTAHHBIMH.

o Jlerkue: [uddy3Hoe anbBeosisipHOE KPOBOTEYEHHUE, TSDKEIbIE JIETOYHBIC
uHPUIBTPaTHI, KaBepHU3aIs, BeisiBIeHHbIE TpU KT unu pentrenorpadumu.

o JIOP-cucrema: Ilpu TspKenoM MOpaK€HUM BEPXHUX MBIXATEIbHBIX IyTEH, KOraa
HaOIOAAIOTCS HEKOHTPOJIUPYEMbIE HOCOBBIE KPOBOTEUYECHHS, S3BbI CIM3UCTONU WIIH
«cennmoBuaHas nedopmarus  Hoca»y, uTo Tpebyer komiuiekcHoro JIOP-
oOcne0BaHus M KOPPEKIINH TePaIiu.
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HesppexkTuBHOCTH aMOYJIATOPHOTO JICYEHMSI:

o OTCyTCTBHE KJIMHUYECKOIO YIYYILIEHHUS] WM 00OCTpeHHe 3a00JeBaHUs, HECMOTPS
Ha IPOBOAUMYIO aMOYJIaTOPHYIO TEPAIHIO.

o Pa3BuTHE OCIOXHEHMH, TakKMX KaKk HH(EKIUOHHBIE OCJIOXHEHUs (Hampumep,
ITHEBMOIIUCTHAS THEBMOHMS, CETICHC) WIN YXyAleHne (QYHKIINH )KU3HEHHO BaKHBIX
OpPTaHOB.

Heo0xoaumocTh npoBeieHUs T0NMOJTHUTEIbHBIX HHCTPYMEHTAIBHBIX

HUCCJICAOBAHMN U POUEAYP:

o [lmanoBas rocnuTanM3anus MOXKET TpeOOBaThCs Il TMPOBEIACHUS JETATbHON
muarHoctuku (ouorncuu, KT, [I9T-KT) B ciiyyae HEOAHO3HAYHOCTH KIMHUYECKOM
KApTHHBI.

o IloarotoBka K HMHAYKIIMOHHOW Tepanuu (BKJIOYass BHYTPUBEHHBIC MYJIbCOBbBIC
CXEMBbI TJIIOKOKOPTUKOUJOB, BBeJeHUE IuKiIodochamuaa umu putrykcumada) B
YCIOBUSIX CTalMoHapa Jyisi OOEeCleueHUs] MaKCUMAJIbHOM O€30MacHOCTH U
3 PEKTUBHOCTHU JICUCHUSI.

OTH pEKOMEHAAIMU OCHOBaHbI HA COBPEMEHHBIX J1I0KA3aTENIbHBIX TAHHBIX (YPOBEHb
JI0Ka3aTeNbHOCTH 1b 1711 OCHOBHBIX METOAOB U 2a/2b miig  JOMOJTHUTENBHBIX
KPUTEPHUEB) U UCTIOJIL3YIOTCS JJISI ONITUMU3AIIMH TI0JIX0/1a K JieueHuto nanueHToB ¢ ['TIA
B CTAllHOHAPHBIX YCIIOBUSIX.

Revised International Chapel Hill Consensus Conference Nomenclature of Vasculitides

EULAR Recommendations for ANCA-associated Vasculitis

OcHOBHBIC TTOKa3aHMsI K rocuTann3anuu naiueHToB ¢ ['TIA B OonbpHUITY CKOpOI
NOMOUIM. DTH TOKa3aHUsl YKa3blBAIOT HA COCTOSHUE, NPU KOTOPOM aMOyJIaTOpHOE
JICYECHNE CTAaHOBUTCSA HEAJCKBATHBIM, & DKCTPEHHAs CTAllMOHApHAas Tepallus KU3HEHHO
HeoOXxoauMa Ui CTaOMIM3alMi COCTOSTHUS MAlMeHTa ¥ IMPEJOTBPALICHUs JIETaIbHBIX
HCXOJO0B.

IHoka3zanus k rocnurajauzanuu I'TIA B 00/1bHUIY CKOPOI IOMOIIM:

7Ku3HEeHHO onacHblIe COCTOSIHUA:

o Juddy3Hoe aabBeoIsipHOe KPOBOTEUEHHE — MPUBOJIUT K TSKEIION JbIXaTEIbHOU
HEJOCTAaTOYHOCTH,  CHIDKEHUIO  HACBIIIEHMsS]  KHCIOPOAOM, UTO  TpedyeT
HEMEJICHHOTO UHTEHCUBHOTO JICYEHUS.

o DBICTPO NPOrpeccCUpPyrOLIUil IJIOMEPYJOHE(MPUT — BBIPAKECHHBIC HAPYLICHUS
GyHKUMM TI0O4eK (MOBBIIMICHHBIA YpPOBEHb KpeaTWHUHA, CHIKeHHbIH GFR),
IIPUBOJAAIIME K OCTPOU TOYEYHON HEIOCTATOUYHOCTH.

o Tskénasg cepaevHO-COCYAUCTAs HECTAOMIBHOCTH — OCTpasi apUTMHUS, LIOK WM
UIIEMUS, YTPOKAIOUIUE KUZHHU.

OcTtpoe yxyaumeHnue 001mero KIMHUIeCKOro COCTOHMA:

o Pe3koe yxyalieHHe CHCTEMHBIX CHMIITOMOB (JIMXOpajaka, TMOTepsl CO3HaHMS,
BhIpaXXEHHAsI c1a00CTh, TSXKENast MOJIMOPraHHasi HeIOCTATOYHOCTD ).
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o Hanuume npusHakoB cemncuca (BbICOKAs TeMIlepaTypa, TaxXUKapAus, TUIOTEH3US,
YXYAILIEHHE 00IIEeTr0 COCTOSIHUSA ), UTO TPeOyeT SKCTPEHHOI'0 BMEIIATEIbCTRA.

HeBpoJsioruveckue oc/10:KHEeHHS:

o OcTpble HEBPOJOTUYECKHUE HAPYIICHUS, TAKHE KaK HApPYLIEHUE CO3ZHAHUS, CYJIOPOTH
WJIM UHBIE CUMIITOMBI, CBHJICTEILCTBYIONTNE O BOBJICUCHUH IIEHTPAILHON HEPBHOM
CUCTEMBI, TPEOYIOIINE HEOTIOKHOTO BMEIIATEIHCTRA.

NudexkunoHHbIe 0CTI0KHEHUS:

o Pa3Butue TsKENBIX WHGEKIIMOHHBIX OCJIOKHEHUM (HarpuMep, MHEBMOIMCTHAS
THEBMOHUS, OaKTepUaJIbHBIM CENCUC) MNpPU JUTUTEIBHOW HMMMYHOCYIPECCUBHOM
Tepanuu.

TakTHka 1eficTBU:

[Ipu BBISIBICHUY YKa3aHHBIX KIMHUYECKUX MMPU3HAKOB, JICUAITHI Bpad B aMOyJIaTOPHBIX

YCIIOBUSX JOJIKEH:

o IlpoBecTu nepBUYHYIO CTAOMIIU3ALIUIO COCTOSIHUS (TTOAIEpKaHUE IbIXaTEIbHON U
CepACYHO-COCYAUCTON (HYyHKIMU, 0OecTieueHUE KUCIOPOAHON TeparuH,
UH(Y3UOHHYIO TTOJIEPKKY).

o Hemennenno opranu3oBaTh TPAHCIIOPTUPOBKY MAIMEHTA B CTAIIMOHAPHOE
oTJieJIeHUuE OOJHLHUIBI CKOPOI TTOMOIITH JIJIsl TPOBEICHUS SKCTPEHHON TeparuH,
BKJTFOYAsi BEICOKO/IO30BYIO MYJIECOBYIO TEPAIUIO TITIOKOKOPTUKOUIAMH,
WHTEHCHBHOE MMMYHOCYIIPECCUBHOE JICUCHUE U, TIPH HEOOXOAMMOCTH, ITPOIIETYPBI,
Takue Kak riasmadepes.

OTH KpUTEPUU W TAaKTHKa JACHCTBUH OCHOBAHBI Ha COBPEMEHHBIX JOKA3aTEIIbHBIX
JTaHHBIX (YPOBEHb JOKA3aTEIbHOCTH 1b 1JI1 OCHOBHBIX METOJOB CTAOMIM3aIUu U 2a/2b
JUISL  JIOTIOJIHUTENbHBIX ~ KPUTEPHEB), UYTO  MOATBEPKICHO  MEXIYHAPOJIHBIMU
MCCJICIOBAHUSIMU M KOHCEHCYCHBIMH JIOKyMeHTamu, Takumu kak Revised Chapel Hill
Consensus Conference u EULAR Recommendations.

EULAR Recommendations for ANCA-associated Vasculitis.

6. TakTHUKA JIEYeHNsI HA CTALIMOHAPHOM YPOBHE:
JleficTBUS MEOMIIMHCKOrO pabOTHHKA MpU mocTyruieHun OonpHOro ¢ I'TIA B

CTallMOHAp BKIIIOYAIOT OBICTPYIO TEPBUYHYIO OIEHKY W CTAaOMIM3alMIO0 COCTOSHHS,
MPOBEICHHE  KOMIUIGKCHOTO  OOCJIEIOBaHMs, KOHCYJIbTAIMU  y3KOMPO(PUIHHBIX
CHEIUAINCTOB U pPa3pad0TKy HWHIWBHIYAJIBHOTO TepaneBTUYecKoro ImaHa. Kapra
HAOMIOACHUS OO0CECIECYMBACT IMOCTOSHHBIA MOHUTOPHUHT KJIMHHUYECKOTO COCTOSHHUS,
7a00paTOPHBIX W HWHCTPYMCHTAJIBHBIX JaHHBIX, YTO TIO3BOJIIET CBOEBPEMEHHO
KOPPEKTUPOBATh JICUCHUE M CHUXKATh PUCK OCJIOKHCHHUH. DTH TMOAXOJBI OCHOBAHBI Ha
MEXIYHAPOJHBIX CTaHAApTaX W COBPEMCHHBIX JIOKa3aTCNBHBIX JAHHBIX (YPOBEHB
JIOKa3aTeIbHOCTH 1b I OCHOBHBIX METOAOB M 2a/2b I JOHOIHHUTEILHBIX
KPUTEPUEB).
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1. JleficTBUSA MEIMIIMHCKOTO pabOTHHUKA MPH MOCTYyIUIeHuu 6osibHoro ¢ I'TIA B
CTalMOHAp

A. IlepBuyHasi OlleHKA M CTAOMIM3ANUA NANUEHTA (MPUeM B OT/AeJICHUHU
HEOTJIOKHOM MOMOIIH):

IIpuem nanuenTa:

o Peructpamuss M mnNepBUYHBII CcOOp aHamHe3a: KajaoObl (BEpXHUE U HUKHUE
NbIXaTeJIbHbIE TYTH, TOYKHA, CHUCTEMHBIE CHUMIITOMBI), MPOJOIKUTEIBHOCTD,
NUHAMHKA U CTETIEHb BBIPAXKEHHOCTH CUMIITOMATUKH.

o OIeHKa KU3HEHHO BaXKHBIX MOKAa3aTEJEH: apTepUAIbHOE JABICHUE, ITYJIbC, YaCTOTa
IBIXaHUS, TEMIIEPATypPa, HACBIILICHUE KUCIOPOIOM.

IIpoBenenue NepBUYHOIO (PU3MKAJIBLHOIO0 OCMOTPA:

o OO6mwmit ocMOTp (001Iee COCTOSIHUE, KOKHBIE M3MEHECHHSI, OTEKH).

o Cucremnsiii ocMoTp ¢ akiieHToM Ha JIOP-061acTh, erkue, movKHy.

o OmpeneneHne HEOOXOAUMOCTH HEMEUICHHON TOMIEPKKU (KUCIOPOI0TEpamnus,
MH(}Y3HOHHAs Tepanusi).

HauaJio 3xcTpeHHoi Tepanuu (IPY HAJIUYUM NPU3HAKOB KPUTHYECKOTO

COCTOSIHUSA):

o IlpumeHeHne KuCIopOIHON MOAAECPKKH.

o BBeneHue BEICOKO030BbIX BHYTPUBEHHBIX TJIFOKOKOPTUKOUIOB (HapUMeED,
METHJINPETHUZO0JIOH IYJIBC) TIPH TAAKEIOM 000CTPEHUH, TAKOM Kak nuddy3Hoe
aJIbBEOJISIPHOE KPOBOTEUEHHE UM OBICTPO MPOTPECCUPYIOLINUM TIIOMEpYyIOHEPPHUT.

o CBOEBpEMEHHOE OMOBEUIEHUE CIEIUATNCTOB (PEBMATOJIOT, He(PpoIorT,
MyJIEMOHOJIOT).

B. IIpoBenenne KOMILIEKCHOTO 00C/I€I0BAHUS B CTallHOHAPE:
JlaGopaTopHble ncc/IeI0BAHUA:

o OOmwmit anamu3z kpoBu, COD, CRP, Ouoxumuueckuit aHanu3 (TICYCHOUHbBIC
(dbepMeHTBI, KpeaTUHUH, 3JIEKTPOJIUTHI ), aHAJIU3 MOYH.

o Ceponoruueckue tecthl: onpenaenenue AHIIA (PR3-AHIIA, MPO-AHIIA).

NucTpyMeHTANIbHBIE UCCJIEI0BAHUS:

o Pentrenorpadust/KT nerkux /st OLIEHKU MOPAKEHUS JIETKUX.

o KT nmpugatounsix nazyx Hoca st yrouHeHus JIOP-nopaxkenuii.

o OKI' st o1IeHKH cep/IeuHOM TPOBOJAUMOCTH.

o bwuorncus mopaxeHHBIX TKaHeW (TIPU HATWYUH MOKa3aHUN) 11 MOP(OIOTHIECKOTO
MOATBEPKACHUS TUAarHO3a.

KoncyabTanum y3konpo@uibHbIX CHENHAJTUCTOB:

o Ilpu nopaxxeHuu nouek — Heppoor.

o Ilpu IErOYHBIX OCIOKHEHUSIX — ITYJIBMOHOJIOT.

o Ilpu Beipaxkennsix JIOP-cumnToMax — OTOJIAPUHTOJIOT.

o Ilpu Hanumunu 0hTaTHLMOIOTHUECKUX UITH KOKHBIX CUMIITOMOB — COOTBETCTBYIOIIIHE
CIEUAIIACTBHI.
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2. Cxema (Anroput™m) Mapuipytuzanuu 6omasHoro ¢ ['TIA

TTocTvienue namnuenTa ¢ nmomo3neHuem Ha I'TIA

\

[TepBruuHas orieHKA U CTAOMITM3ALIUS
- COop aHaMHe3a, OCMOT], JKU3HEHHO Ba)KHBIE TTOKA3aTen

|

DKCTpeHHas MOAAEPIKKA TP KPUTHIECKOM COCTOSTHHM:
KHCIIOPO/I, B/B-TIIFOKOKOPTUKOMIBI

X

[IpoBeneHNe KOMILIEKCHOTO 00CIIETIOBAHHUS
- JJabopaTopHble U UHCTPYMEHTAIBHBIE METO bl UCCIICIOBAHUS

\

Koncynbranuu y3konpoQuiabHbIX  CICIHATUCTOB
(aedpounor, mynsmonosor, JIOP, opransmornor, nepmarosior u ap.)

l

JluddepeHnmanbHas TMarHoOCTHKA U TIOATBEPIKICHUE JUArHO3a

\

&

Pa3pa60TKa TE€PaANCBTUYCCKOTO IIJIaHA.
I/IHJIYKIII/IOHHaH u IoaACpKUBaronias Teparms

X

PerynspHoe HabIr0eHIE U MOHUTOPUHT
(kapTa HAOJIIOIEHHS, KOHTPOJIBL J1A00PATOPHBIX U MHCTPYMEHTAIBbHBIX

3. Kapra HabmroieHus marueHTa
KirueBble napamMeTpsbl, NoJIeKAIUE PETYISIPHOMY KOHTPOJIIO:
o JKu3HeHHO Ba:xkHbIe MOKa3aTeau: AJl, mynbc, 4acToTa IbIXaHUs, TEMIIEpATypa,
HACBIIIEHUE KUCIOPOIOM.
« Jlaboparopnble nokazarean: O0mmii ananus kposu (aeitkonutel, CO3, CRP),
Oonoxumus (KpeaTUHUH, DJIEKTPOJIUTHI ), aHATIU3 MOYH.
o Cepoaornueckue tectol: YpoBuu AHIIA (PR3-AHIIA, MPO-AHIIA).
o MWncTpymMeHTanbHBIE faHHbIe: Pe3ynbTaTel pentreHorpaduu/KT nerkux u
naszyx, OKT.
o Kuannuueckasi ounenka: OreHKka COCTOSHUS TOPKEHHBIX OPTAaHOB, HATMYNE
HOBBIX CUMIITOMOB, TMHAMHUKA CUCTEMHBIX MPOSBICHUH.
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Hean kapThl HaOM0AeHusI: OOecIeUnTh CUCTEMATUYECKHI cOOp U aHAU3 JAaHHBIX
JUTSL OTIEPATUBHOTO BBISIBIIEHUSI 000CTPEHUI, KOHTPOJIS 3PPEKTUBHOCTH JICUCHUS U
KOPPEKTUPOBKH TepaneBTuueckoro miana. EULAR Recommendations for ANCA-
associated Vasculitis.

HemenukamenTo3Hnoe (Oe3menukameHnTo3Hoe) jedenwe [IIA HampaBieHO Ha

MOAACPKKY OpraHu3Ma, CHUKEHHUE CHUCTEMHOTO BOCHIAICHHUS U YJIYYIICHUE KayecTBa
KWA3HU, JOIOJHSASI OCHOBHOE MEIMKAMEHTO3HOE JICYEHHE. Takoh KOMIUIEKC Mep
BKJIIOYAET B ceOsl M3MEHEHUsI B 00pa3e >KWU3HU, MUTAHUE, PEXKUM JIHA U CHA, a TaKXKe
UCIIOJIb30BAaHUE JIOMOJHUTEIBHBIX METOJIOB, TAKUX Kak uToTepamnus, Gpusnorepanus u
HapoJHbIe cpeacTBa. Hike npuBeneHo noipoOHOE OMUCAHUE ITUX DJIEMEHTOB:
310poBbiii 00pa3 KU3HU

e (du3dnYecKass AKTUBHOCTD:
Perynspusie ymepeHHble (Qusnueckue Harpy3kud (xoanOa, IU1aBaHue, JieueOHas
TMMHACTUKA) CIOCOOCTBYIOT YIIYYIICHUIO MHUKPOIMPKYJSIUUA, CHIKCHHIO YPOBHS
CTpecca U 00111ero BOCIATUTEIHLHOTO OTBETA.

e OTKa3 OT KypeHHsl U OTPAHMYEHHE AJTKOTOJIA:
Kypenue yxyamaer (yHKOMIO JIETKHX H  CHOCOOCTBYET IPOTrPECCHUPOBAHUIO
BOCMAJIUTEIIBHOTO MPOILIecca, MOITOMY €ro UCKITIOUCHHUE SIBISETCS 00s3aTEIbHbIM.
lloxaszamenvuasn 6aza: VccnenoBaHusl TOATBEPXKIAIOT, YTO OTKa3 OT KYpEHUS U
yMepeHHas (pu3nvecKas aKTUBHOCTh CHIDKAIOT CHUCTEMHOE BOCHAJICHHE W YIIYYIIAarOT
(GYHKIHMIO OpPraHOB MpPH XPOHUYECKHX BOCHAIMTENBHBIX 3a00s€BaHUSAX (YPOBEHD
nokasareiapHocTr 1b). NCBI: Smoking and Lung Function
IIpaBujbHOE NMTAHUE U PEKUM [THS

o CoOasancupoBaHHOE NUTAHUE:
PexkoMeHngyercsi mpumepKuBaThCcs WETHI, OOraTod aHTHOKCHJAAHTAMH, OMera-3
KUPHBIMU KHUCIIOTaMH, KJIETYATKOM, CBEXXMMH (PpykramMu W oBowamu. OmHON U3
pekoMeHAoBaHHbIX AUET siBisieTcs "Ctonm NeS", koTopasi HampaBiieHa Ha CHU>KEHUE
Harpy3ku Ha JKKT u ymydiienue oOMeHa BEmIeCTB, UTO MOXKET OBITh IMOJIE3HO ISt
MALMEHTOB C BOCIAIIMTEIBHBIMU ITPOLIECCAMMU.
o Pesxkum qHA U cHA:
PerynapHoe pacnucanue JHS C JOCTATOYHBIM KOJIWYECTBOM cHa (7—8 YacoB)
CIIOCOOCTBYET BOCCTAaHOBJICHUI0O HMMMYHHOW (DYHKIIMH, CHWXXEHHUIO cTpecca u
YIIYYIIEHHIO OOLIEr0 CaMOYyBCTBHS.
Hokazamenvuass  6aza:  MHOTOUYUCIIEHHBIE  HCCJIENOBAaHUS  IOKa3bIBAIOT,  UTO
cOQIaHCUPOBAHHOE TMHUTAHWE W PETYJSPHBIA PEKUAM JHS TOJOXKHUTEIBHO BIMSIOT Ha
MeTaboIM3M, CHUKAIOT YPOBEHb BOCIAJICHHS M CIIOCOOCTBYIOT YJIYUILIEHHIO KayecTBa
KU3HU TPU XPOHUYECKHX 3aboieBaHmsX (ypoBeHb JokasareiabHocTd 1b). NCBI: Diet
and Inflammation
durorepanus

o @duronpenaparsi ¢ IPOTUBOBOCHAIUTEIbHBIM d(PPeKToM:
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Hcnonb3oBaHre pacTUTEIBHBIX SKCTPAKTOB, TAKUX KaK KYpPKYMHUH (U3 KYpPKYyMBI),
AKCTPAKT 3€JIEHOr0 4Yasi, UMOUPh U JPyrue, MOXKET CIOCOOCTBOBATh CHUYKEHUIO
BOCIAJICHUS M OKUCIIUTEIBHOIO CTpecca.
o Mepbl IpeI0CTOPOKHOCTH:
[Tepen Hawamom mpuMeHEHUsT (PUTOMPENapaToB HEOOXOIUMO KOHCYJIBTHPOBATHCS C
BPa4yoOM, IOCKOJIBKY UX B3aMMOJEHUCTBUE C UMMYHOCYIIPECCUBHOM TEPAMUEH TOIIKHO
OBITH YYTEHO.
Jloxkazamenvuas  6aza:  KinuHMuYeckue  HCCIENOBaHUS  MOJATBEPXKAAIOT,  YTO
¢duronpenapatbl MOTYT CHHXaTh BOCHAJIUTENbHBIE MapKepbl MPHU XPOHUUYECKUX
BOCIAJIUTEIIBHBIX COCTOSIHMAX (ypoBeHb JgokasarenbHocTH 2b). NCBI: Role of
Phytotherapy in Chronic Inflammation
Pdusuorepanus

o JleyeOHas GpU3KYJIbTYpPa U MaCCaK:

[Iporpammbl  ne4eOHOM (PUBKYIBTYPHI, BKJIIOYAIONIUME a’pPOOHBIC YIPAKHEHUS,

PACTSKKY M MacCaXK, MOMOTal0T yJIY4IIUTh KPOBOOOpAIIEHUE, CHU3UTh MBIIICYHOE

HaMpPsHKEHUE U YIYUIIUTh O0IIee COCTOSIHUE OpraHu3Ma.

« Hora u apIxaTenbHbIe NPAKTHKH:

Perynsapubie 3aHsATHS MWOrol W JbIXaTeNbHBIE YIOPAKHEHHUS CIIOCOOCTBYIOT

CHIKEHMIO CTPECCa U YIIYUIIECHUIO paOOThI AbIXaTEIbHON CUCTEMBI.
Jlokazamenvuas 6aza: VccnenoBaHus NE€MOHCTPHUPYIOT, YTO (PU3HOTEPANEBTUUYECKUE
MEpOMPUSATUS CIOCOOCTBYIOT CHMYKEHHUIO YPOBHS BOCIAJICHUS M YIYUILICHUIO Ka4eCTBa
KU3HU Y TAIUCHTOB C XPOHUYECKUMU BOCTIAIUTENIBHBIMU 3a00JIeBaHUSAMH (YPOBEHBb
JI0Ka3aTeIbHOCTH 2b).
NCBI: Patient Education in Chronic Diseases

Ot  Meppl HE 3aMEHSIOT  MEIUMKAaMEHTO3HOE€  JIEYEHHE, a  CIyXkar

BCIIOMOT'aTCJIbHBIM MCTOAOM [JId CHHIKCHHA CHCTCMHOI'O BOCHAJICHUA, YIIYUIICHHA
Ka4yeCTBa JKMU3HN 1 YMCHBIICHUA PHUCKA OCJIOKHEeHMI. Bee PEKOMEHAAIIMK OCHOBAHBI Ha
COBPEMEHHBIX HAYYHBIX JAHHBIX U MEXIYHApPOJHBIX PYKOBOACTBaX, Takux kak NCBI:
Diet and Inflammation, NCBI: Adaptogens in Stress and Immunity, a tax:xe NCBI:
Sleep and Immune Function.

OcHoBHoii nenbto neuenus ['TIA sBasiercs:

o bbicTpoe mojaBiieHHE AaKTHMBHOTO BOCHAIMUTENBHOTO Mpolecca (MHAYKIHUOHHAS
Tepamnus) s JOCTHXKEHUS PEMHUCCUU U TMPEeJOTBpAIlCeHUs HEOoOpaTHUMBIX
U3MEHECHUHN B OpTraHax.

o llomgnepxanue peMuccuu ¢ MUHUMU3AIUENH MOOOYHBIX A(PGHEKTOB MIUTETLHON
Tepanuu (MoAAepKUBAIOIIAs TepaIns).

o Ilpodunaktuka ocmOXXHEHHWM (HampuMmep, WHGEKIN) U yIydIlIeHHe KayecTBa
KU3HU NAlMECHTOB.

Jleuenne I'TIA cocToMT M3 [BYX OCHOBHBIX 3TallOB: WHAYKIMOHHOW TEpAIHH

(HariemeHHOM Ha OBICTPOE TMOJABJICHUE BOCHAJCHHUS) W TOJACPKUBAIOIICH Tepanuu
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(obGecnieunBaromiell COXpaHEeHHE PEMUCCHU B aMOYIaTOPHBIX M JOMAITHUX YCJIOBHUSX).
[TpumensiroTcst Takue QapMakoJIOTHUYEeCKHe TPYMIbl JIEKApCTBEHHBIX CPENCTB, Kak
[JIFOKOKOPTUKOUABI  (IIPEAHU30JI0H),  IUTOCTATUKM  (uukinodochamMua)  win
Ouoornyeckue rnpemnaparsl (PUTYKCHMal) Ha dTane MHAYKIIMHU, a 3aTeM Tpenaparthl s
NOJJICpKAaHUSI PEMUCCUU  (a3aTHONPUH, METOTpeKcaT, MHUKOo(deHomaT MoQeTun).
JIOTIOJIHUTENbHO ~ Ha3HauaeTcss  npouiakThka  WHQEKIWid ¢ MOMOIIBIO
TpUMeTOnpuM/cynbpameTokcasona. PerymspHoe HabmoIeHUE JeYalldM BpaduoM
o0ecrnieunBaeT KOPPEKTUPOBKY TEPAIMH U CBOCBPEMEHHOE BBISIBIICHUE OCIIOKHCHHIA.
1. Unoyxkyuonnas mepanus
[IpoBoauTCcsT B YCIOBHSAX CTallioHapa WIM B aMOYJaTOPHOM OTICICHUU TIpU
HEOOXOAMMOCTH HHTEHCUBHOTO Habo1eHNs. OCHOBHBIC MTPETapaTh:
o [ JIFOKOKOPTHUKOUBI
o Ilpegnunzonon
o MertwimpeHn30JI0H
« HMMyHOCYympeccuBHBIE TpenapaThl
o Huxnodochamun
o Purykcumab
2. Iloooeporcusarowas mepanus
[Tocrme mocTHXEHHUS PEMHCCHUU MPOBOIUTCS JICUEHHE B aMOyJaTOPHBIX W JOMAITHUX
YCIIOBUSX JUJIS OAAEP KAHUS PEMUCCHH U TIPEOTBPAIIICHHSI PEIUINBOB.
« HMMmyHOCympeccuBHBIE IpenapaThl ISl MOAIEPKaHNs PEMHUCCUU:
o A3satHonpuH
o MeroTpekcar
o MukodeHonat MmodeTul
o IIpodunaktrka HHGEKIIMOHHBIX OCIOKHEHUN:
o Tpumeronpum/cynbhaMeToKkcazo

Cnmcok 0CHOBHBIX JIEKAPCTBEHHBIX CPEACTB (C BEPOSITHOCTHIO HCIO0JIb30BAHUS
100%): He00X0AMMO BKJIYHUTH YPOBEHb 10KA3aTEJAbHOCTH

MexayHapoaHo Cr10co6

dapMmakoTepaneBTd 3aNaTEHTOBAHHOE YpoBeHb
NPUMEHEeHH
yeckasi rpynmna Ha3BaHUe A0KA3aTeJbHOCTH

|
npenapara

['mroxokOpTUKOUIBI [Ipenuu3zonon Hauanbnas 1 A-B
mo3a—1
MI/KI/0€Hb
He 6oxee 80
MI/CyT
MepopagbHO
C
MTOCJIE YOI
M
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IIOCTETICHHBI
M
CHIDKCHHMEM;

Me3sunnpe 1HU3010H [Tynsc 1 A-B
Tepanus —
500-1000
MI/I€Hb B
TedeHue 3-5
JTHEH

NmmynocynpeccuBubsl  Luknodochamung  BuyTpuBeHH 1 A-B
€ Cpe/IcTBa — 0: 0.5-1 r/m?
WUHIYKITUS KaKpie 2—3
HEJICIH;
OpanbHo: 2
MI/KI/1€Hb

Purykcumab 375 mr/m? 1 A-B
CKCHEICIHbHO
B TeucHHe 4
Henenb nin 1
T JBaXKIbI C
UHTEPBAJIOM
B 2 HEJIEIIN

MMMyHOCYTIPECCUBHBI A3zaTtuonpux 2-3 1B

€ CpeacTBa — MI/KT/I€Hb
nojaziepKaHue

MertoTtpekcat 10-15 mr 1B
OJIVH pa3 B
Heeno (¢
dhonueBoi
KUCJIOTOU
TUTS
KOPPEKITUN)

Mukodenonat 1-2 r/neusn 1B
MoGeTuI

CnmcoKk 10MOJTHUTEJbHBIX JIEKAPCTBEHHBIX CPEICTB (BEPOATHOCTH
ucnoab3osanus MmedHee 100%): He00X0AMMO BKJIKYUTH YPOBEHD

A0Ka3aTeJbHOCTH
Me HAapPOJHO
dapmakorepa AULYHAPOA
3aIaTEeHTOBAHHO YpoBeHb
NneBTHYECKAS Cnoco0 npuMeHeHus
€ Ha3BaHHUe A0KA3aTeJbHOCTH
rpymnmna
npenapara
[Ipodunaktuka Tpumeronpum/Cy 400/80 Mr exxeTHEBHO 1B
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uHp ek aepamerokcazon  unu 800/160 mr Tpu EULAR

pasa B HEZIETTIO Recommendations for
ANCA-associated
Vasculitis
NHrnouTOpHI ABakonan™ OO0b1yHO 30 MI ABaXKIIBI 1B
PEIenTopoOB B JICHb https://www.nejm.org/doi/
KOMILICMCHTA full/10.1056/NEJM0a1803
231
NmmynornoOyn  HopmasibHbIi B/B 0,4- 2 r/kr 1 2B
WHBI UMMYHOTTIOOYJIUH pas/cyTkH, https://www.ncbi.nlm.nih.
(UmmyHOMOIYT YyeJI0OBeKa 3- 5 cyToK gov/pmc/articles/PMC499
- 7436/
pyromue
npenapaThl)
[Ipenapats! st AJleHIpoHaT 70 Mr onvH pa3 B 1B
poUIaAKTUKA HEJICITI0 https://www.ncbi.nlm.nih.
0CTEOII0pO3a gov/pmc/articles/PMC274
5563/
Kanprmit 1000-1200 mr/neun 1B
Buramun D 800-1000 ME/nenb 1B
Buramuu B9 dosnueBas 5-10 Mr B Henenro, 1B
(mommepkka KHCJIOTa 00bIyHO TpuHUMaeTcs — https://www.ncbi.nlm.nih.
MeTaboIM3Ma) COBMECTHO C gov/pmc/articles/PMC428
METOTPEKCATOM 7956/

*Brnwyenue 6 KIUHUYECKUNl NPOMOKON J1E€KAPCMEEHHBIX CPeOCcme, He
3apecucmpuposannvix ¢ Pecnyonuxe Y3oexucman, He A61:1emca OCHOBAHUEM 0JiA
603MeuieHUA 3ampam 6 pAaAMKAX 2aPAHMUPOBAHHO20 00bema Oecnaamuon
MEOUYUHCKOII NOMOWU U 8 cUcmeme 00A3ameabHO20 COUUATbHO20 MEOUUUHCKO20
CMpAxo6anusi.

[Tpyn HerhHEKTUBHOCTH aMOYJIATOPHOTO JICYEHUS WM B AKCTPEHHBIX CIIydasX,

Korjaa cocrossHue namuenTa ¢ ['TIA yxyamaercsi, He0OX0AUM MepeXo ] K CTallMOHAPHON
tepanuu. OIHAKO TIPW CTAOMJIBHOM COCTOSHWM TAIlMEHTa aMOynaToOpHOE JICYCHHE C
JIOMAIlIHUM YXOJIOM, peadWIuTalue M pPEryspHbIM HaOIIOJIEHHEeM OO0ecrednBaeT
COXpaHEHUE PEMHUCCHUH, MUHUMHU3AIMIO OCIOKHEHUN M YyIydllleHWe KadyecTBa >KU3HHU.
JlaHHBIA TOAXOJ] OCHOBAaH Ha COBPEMEHHBIX MEXIYHAPOJHBIX PEKOMEHIAIUSIX U
JI0Ka3aTeNbHOM 0a3e (YpOBEHb JOKA3aTeIbHOCTH 1b i1 OCHOBHBIX METOJIOB, 2a/2b s
JOTIOJTHUTENBHBIX KpuTepreB). Hrrke npuBeeHBI KpaTKUE HHCTPYKIIUH TI0 BBITTMCKE U3
OOJILHUIIBI, YXOJy Ha JAOMY, peabmiuTaiuu U amOyJIaTOpPHOW MOAACP)KKE MaIlueHTa C
I'TIA:
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1. Beircka u3 OOJIBLHUIB

Hean: OGecrieunTh CTaOMIBHOE COCTOSHUE MALMEHTA JJIsl MPOJOJIKEHMS JICUCHUS B
aMOyJIaTOPHBIX YCIOBHSIX.

JeucTBus:

OueHka COCTOSIHUA:

[lepen BBIMMCKOM MPOBOAUTCA KOHTPOJIb KW3HEHHO BaXHBIX II0Ka3aTeleH,
1a60paTOPHBIX u WHCTPYMEHTAJIBHBIX HCCJICIOBaHUMN (cHIKEHHUE
BOCIAJIUTEIILHBIX MAapKEePOB, CTa0WIIbHAS (PYHKIIUS TOPKEHHBIX OPTaHOB).
IToaroroBKa MHCTPYKLMIA:

Jlewamuii Bpau (peBMAaTOJIOI') BMECTE C MEINEPCOHAJIOM U KehcC-MEHEIKEepOM
COCTaBJIICT TOAPOOHBIM IIJIaH JaJIbHEHMINEro HaOMIOACHUS, KOPPEKTUPOBKH
TE€panuu U Mep Mo NpOYUIAKTHKE OCIOKHEHHI.

JlokymeHTanus:

[TanimenTy BBIJAETCS KapTa HAOMIOJAEHUS C PEKOMEHAAIUSAMH IO PEXKUMY,
JIO3UPOBKE JIEKApCTB U IMPHU3HAKaM, TPEOYIOIIMM HEMEJICHHOTO OoOpalieHus B
MEIUINHCKOE YUPEKICHHUE.

Cpoxku: Brinucka NpoU3BOJAUTCA MOCTE JOCTHXKEHUS CTAOUIBHOTO COCTOSIHMS, Kak
MpaBuiio, yepe3 7—10 nHel CTauuOHApHOTO JICUEHUS.

2. Yxona Ha jomMy

Hean: OOecnieunth 0€30MacHOE MPOAODKEHUE JICUEHUSI U MOJJIEpKAaHUE PEMUCCUU B

AOMAlIHUX YCIIOBUSAX.

HencTBus:

IIpuem meauKaMEHTOB:

[TaiueHT TPOAOKAET MOAJEPKUBAIOIILYIO TEparnuio (Hampumep, a3aTHOIPHH,
METOTpeKcaT WiIM  MUKOpeHonmaT  MoQeTwsi) U CHWKCHHBIC  JIO3BI
TITFOKOKOPTHKOHUIOB.

CamocTosiTeJIbHbIii MOHUTOPHUHT:

[TanieHTy pPEKOMEHIYIOT €XEIHEBHO HW3MEPSATh apTepualbHOE JIaBJICHUE,
TEMIIepaTypy, BECTH THEBHHK CHMIITOMOB W COONIOAATh HA3HAYCHHBIN PEKHM
JTHSL ¥ CHA.

popuaakTuka MHPEeKUMH U 0CT0KHCHUI:

NucTpykiun 1o  mpueMy  MpOQPMIAKTHYECKUX — TpenaparoB  (Hampumep,
TPUMETONPUM/CYTb(aMETOKCa30J), PEKOMEHAANMK TO JIUYHOW TUTHEHE |
COOJIFOICHUIO TUETHI (Harmpumep, cToi Ne5).

OoOpaTHas cBS3b:

[Ipy BO3HUKHOBEHHMH yXYAIICHHUSI COCTOSIHHS WJIU TTOSBJICHHUSI HOBBIX CUMIITOMOB
MAlMeHTy PEKOMEHIYEeTCS HEMENJIEHHO OOpaTUTbCS B TOJUKIMHHUKY WITH
BBI3BATh CKOPYIO MTOMOIIIb.

CpOKl’I: YXOI[ Ha JOMY HAUYMHACTCA Cpady IIOCJIC BBIIIMCKH, C CIKCIHCBHBIM

CaMOOCMOTPOM U BCACHHUCM JHCBHHMKA CUMIITOMOB.
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3. Peabmnuranus
ean: BoccranoBnenrne GyHKIIMOHAIBHOTO COCTOSIHHS, YIYUYIICHUE Ka4eCTBA KU3HU U

CHMIKCHHUC PHUCKA pCININBOB.

JeucTBus:

dusuorepanus:

Hasnauenme neuebHOM (PU3KYIBTYphl, a’poOHBIX YHOpaKHEHUH, Maccaxa,
3aHATHI HOTOM M IBIXaTEIbHBIX MIPAKTHK MO HabIto1eHneM (pu3noTepaneBTa.
HyrpuumoJsorus:

KoHcynpTanus ¢ AMETONOroM Ajisi COCTaBJICHHs COAJTaHCUPOBAHHOTO pallloHa
(Hanmpumep, pekomMeHaanuu cToi Ne5) ¢ BKIIIOUEHHUEM MPOTHUBOBOCHATUTEIbHBIX
AJIIEMEHTOB.

IIcuxoJiornyeckasi NoaaepixKa:

IIcuxorepanuss ¥ TpyNIbl MOANEPKKHA I CHUKEHUS CTpecca M YIy4YIICHHS
IICUXOJIOTUYECKOTO COCTOSTHUSL.

Oo0pa3zoBaTe/bHbIE IPOrPAMMBI:

WHCTpyKTaX 1O CaMOKOHTPONIIO, OOydYarollhe CEMHHAphl IO BEICHUIO
XPOHHYECKOT0 3a00JI€BaHUSI.

Cpoxu: PeaGunuTaiiioHHbIE MEPONPUATHUS PEKOMEHIYETCsS HAauyWHATh B TEpBbie 2—4

HCICJIN ITOCJIC BBIITUCKHN C IICPUOAUICCKUM KOHTPOJIEM (6)K€M€C$I‘-IHO B TCUCHHUC IICPBLIX

6 MecsIeB, 3aTeM Kaxable 3—6 MecsIIeB).

4. AmOynatopHas nmojaepxKa

Hean: PerynspHbiii KOHTPOJb 3(PPEKTUBHOCTU JIEUEHUS, CBOEBPEMEHHOE BBISBIICHUE

PELMANBOB U KOPPEKLHUS TEPAIIUH.

JleuicTBHUSA:

PeryisipHbie KOHCYIbTAIlUM:

[InaHOBBIE BU3HUTHI K PEBMATOJIOTY, HE(PPOJIOry, MMYJIBMOHOJOTY U APYrUM
CIIEHIHAIACTAM B 3aBUCHMOCTH OT BOBJICUEHHBIX OPTaHOB.

JlabopaTOpHBIA MOHUTOPHUHT:

[lepuonnueckuii kouTpoar COD, CRP, dbynkuuu nouek, yposua AHLIA, ananus
MOYH U JIPYTUX MOKa3zaTenaen Ui OLEHKH aKTUBHOCTH 3a00JI€BaHUS.
NucTpymMeHTaIbHOE 00CIe0BAHKE:

[Tepuonnueckass KT nerkux, yiapTpa3ByKOBbIE HCCIEIOBAHUS (HANpuMmep, i
KOHTPOJISI COCTOSIHUS MTPUIATOYHBIX Ma3yX HOCA) PU HEOOXOJUMOCTH.
KoppexTupoBka Tepanumn:

N3MeHeHne JO3MPOBOK MEIMKAMEHTOB WM IMIE€PEXO0J] Ha aJIbTEPHATUBHBIE
npenaparthl NPy BBISBICHUU PELUANBOB WIIM MOOOYHBIX 3(h(PEKTOB.

Kapra nabaonenns:

[TarmenTy BBIOAETCS KapTa HaOmIoAeHUs, rae (PUKCHPYIOTCS BCE W3MEHEHUs
COCTOSIHUSI U PEe3yJbTAaThl aHAJIM30B, YTO IMO3BOJSET 00€CNEUUTh HEMPEPHIBHBIMI
MOHHUTOPHHT B aMOYJIaTOPHBIX YCIOBUSX.
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Cpoxu: IlepBblif BU3UT 00BIYHO TUTAHUPYETCS yepe3 1 Heaemto mocie BhIMUCKH, 3aTeM
—yepe3 1 Mecsll, U J1anee — CorIacHO MHANBUIYaTbHOMY TpaduKy (0OBIYHO Kaxbie 3—
6 MecCsIIeB).
EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides

Kontpons 6e3omacHoctu U dddextuBHOCTH JseueHus [TIA B crarmmoHapHBIX

YCIOBUSIX  BKJIIOYAET  PETYJSIPHBIA ~ MOHUTOPHHI  KJIMHUYECKOTO  COCTOSIHHS,
Ja00paTOPHBIX M HMHCTPYMEHTAJIbHBIX mMoka3zaTeneil. (OCHOBHBIMH KPUTEPHUSIMHU
3(OPEKTUBHOCTH  SBISIOTCS  YAY4YlIEHHE KIMHUYECKHMX CHUMIITOMOB, CHIKCHHE
BOCIIAJIMTEIIbHBIX MapKepoB, craduiu3aius GYyHKIUH [OpPaXEHHBIX OPraHoB U
OTCYTCTBHE OCJIO)KHCHHH, TaKUX KaK HH(EKIIMOHHBIC OCIOXHEHWS WM IOOOYHBIC
3¢ (PEeKTH METUKAMEHTO3HOW Tepanmuu. DTH MOIX0bI OCHOBBIBAIOTCS HA COBPEMEHHBIX
JIOKa3aTeIbHbIX JTAHHBIX (YPOBEHb JOKa3aTEILHOCTU 1b 1151 OCHOBHBIX METO/OB, 2a/2b
JUISL  JIOTIOJHUTEIBHBIX  KPUTEPUEB) U TMOJATBEPXKIAIOTCS  MEXKIyHAPOIHBIMU
pexomenpanusamu, TakumMu kak EULAR Recommendations u manusie Revised Chapel
Hill Consensus.

1. IToka3aTenun 6e30MacHOCTH JUArHOCTUYECKUX METO0B

Heab: MUHMMU3UPOBATH PUCK OCJIOKHEHMH TPU MPOBEACHUM WCCICIOBAHUNA U

00eCIeunTh TOYHOCTh JUATHOCTHKH.
o JlaGopaTropHble ucciae10BaHUA:

o OO6mwmit ananu3 kposu, CO3, CPb, ananu3 Mouu, TECThl (PYHKIHNH MOYEK,
ceponorunyeckoe uccinegopanue (AHLIA) mpoBoastcss 6€3 MHBAa3MBHOIO
BO3/EHCTBHS, YTO 00ECIIEUNBAET BHICOKYIO 0€30I1aCHOCTb.

o Iloka3aTesun  0e30MACHOCTH: OTCYTCTBHE IOOOYHBIX  3(PdeKToB,
CBSI3aHHBIX C 3a00pPOM KpOBH, CTAOUILHOCTH PE3yJIbTATOB MPU TOBTOPHOM
UCCJIEIOBAHUH.

o KpuTepum KOHTPOJSA: PEryasipHOE MPOBEICHUE aHAIN30B JIJIsI KOHTPOJISA
JTUHAMUKHA BOCHAJICHHUS W (PYHKIIMUM OPraHOB (HarpuMep, HOpMaau3aIivsl
COD, CPB).

o MWHcTpyMeHTA/IbHBIE HCCIIEIOBAHNS:

o Penrtrenorpagus u KT gerkux, KT npuaaroynsix na3yx Hoca:

« [lpumeHstOTCS a7l BBISIBIICHUS CTPYKTYPHBIX W3MEHEHUH (y3IIbI,
MHUIBTPATHI, KABEPHBI) O€3 3HAYUTEIIHLHOTO PUCKA JIJIs TTAIMEHTA.

« Tloka3aTesn 6e30MaCHOCTH: OTCYTCTBHUE AJUIEPTUUYCCKUX PEAKIUI
Ha KOHTpAcTHBIE BeulecTBa (IpU cOOJII0IEHUN MPEOCTOPOKHOCTEN )
¥ MUHUMaJIbHOE OOJyUYeHHE.

o DbHOINCUA MOPAKEHHBIX TKAHEH:

= [IpoBomuTcs mpu cTporom COOJIOIEHUN CTEPUIIBHBIX YCIOBHM, UTO
CHHKAET PHUCK  WHQPEKIIMOHHBIX  OCJIOXHEHUW  (Hampumep,
JIOKaJIBHOTO UH(PHUITUPOBAHUS, KDOBOTCUCHUS).
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« [Iloka3zaresm 0e30MACHOCTH: OTCYTCTBUE OCJIOKHEHUH mocie

npoBeieHus] OWONCUM (HAampuMep, MEepUTOHUTA, €ClId OHOoICHs
IPOBOIUIIACH B OpromHou MOJIOCTH, WIH TPYTUX
MOCJICONEPAIIMOHHBIX OCIOXKHEHUN).

2. Iloka3arenu 0€30MaCHOCTHU J€4€OHBIX METOI0B

Heab: ObGecneunts >()PEeKTUBHOE TMOJMABICHHE BOCHAIUTEIBHOIO Ipoliecca MpHU

MUHHAMH3AIUN TTOOOYHBIX 3P (HEKTOB TepaIiu.

o MeaukaMeHTO3HOE JeUeHne:

o TJIIOKOKOPTHKOMABI (IPEIHU30JI0H, METHINPEIHU30JI0H):

« BrIcokon030Bas myJibcoBasi Teparus MPOBOAUTCS MO TIIATEIbHBIM
MOHHUTOPUHTOM, YTO IMO3BOJISIET U30€kKaTh OCIOXKHEHHUM (Harpumep,
TUNEPTIMKEMHAN, THIEPTEH3UHU, OCTE0NI0PO3a).

« [Iloka3zaresm 06e30MACHOCTH: OTCYTCTBHUE BBIPAKEHHBIX MOOOYHBIX
a2 dekToB (cepbE3HBIX METa00IMYECKUX HapyIlIeHUH,
MH(EKIIMOHHBIX OCIOXKHEHUM), TOATBEPXKAEHHBIX PETYISPHBIM
MOHUTOPUHTOM byHKIUN MIEYCHU, MOYEK, YPOBHS
TIIFOKOKOPTUKOUAHBIX TOOOYHBIX 3P (HEKTOB.

o HWmMyHocynpeccuBHbIe mpenaparsl (Hukjaogochamua, puTyKcumao):

= [IpuMeHSAIOTCA € MOHUTOPUHIOM IIOKAa3aTeliel KPOBETBOPEHUS,
(GYHKIIMU TTOYEK Y HAJTUYUsl UHPEKIIMOHHBIX OCIOKHEHUH.

= Iloka3zaresnn 0e30MmacHOCTH: OTCYTCTBHE BBIPAKEHHBIX
LIUTOTOKCUYECKUX peakuuid (JIEUKONEHUHU, TPOMOOLIMTOINEHUN),
CBOEBpPEMEHHAs KOPPEKLHS JI03bI npu 0oOHapy)KEHUH
HeXenaTenbHbIX () (PEeKTOB.

o IIpoduiakTuka 0CJIOKHEHUI:

o Ha3nauenue npopUIAKTUIECKUX npenapaToB (Hanmpumep,
TPUMETONPUM/CYIb(HaMETOKCa30J1 ISl MPEIOTBPALCHUS] THEBMOLMCTHON
MMHEBMOHUH ) CHMKAET PUCK MH(EKIIMOHHBIX OCJIOKHEHUM.

o Iloka3aresn 0€30MACHOCTH: OTCYTCTBHE HH(EKIHMOHHBIX OCIOKHEHHUM,
MOATBEPKACHHOE PETYJISIPHBIMU aHATU3AMH U KIIMHUYECKOMN OLICHKOM.

3. lnarHocTUYECKHE KPUTEPUU KOHTPOJIS A (HEKTUBHOCTH JIEUSOHBIX MEPOTIPUATUN
Heanb: OrneHuTh IUHAMUKY OTBETa Ha JIEYCHUE, CTAOWIM3AIMI0 COCTOSHUS U
MPEAYIPEXICHUE PELUINBOB.

o KunHun4yeckue Kpurepum:

o YyuylleHWe WM MCUYE3HOBEHHE CHUCTEMHBIX CHUMIITOMOB (CHUXEHUE
TEMIIepaTyphbl, IOTEPs BECa, YIAyUIIEHUE OOLIEro CAMOYYBCTBHS).

o Crabunuzamnus win yirydiieHne QyHKIUNH mopakEHHBIX OPTraHOB:

« Jlerkue: Ynyumenune naHubix pentreHorpadun/KT (ymenbieHue
y3710B, HHOUIBTPATOB, KABEPH).

« IMoukm: Crabunmsaiys ypoBHS KpeaTWHHWHA, HOPMaJIM3AIUsl WIIU
noaaepkanne GFR >60 mu/mun/1,73 m2.
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o JlaGopaTropHble KpuTepum:

o CHIWKEHHE BOCHAIUTENbHBIX MapkepoB: HopManuzarus COD (mo <15-20
mMm/4) u CRP (menee 5 mr/m).

o H3MeHeHUs B cepoJIOTMUECKUX TeCTaxX: AMHAMUYECKOE CHUYKEHUE TUTPOB
PR3-AHIIA (mpu ycioBHH, YTO CHIDKEHHE THUTPOB KOPPEIHPYET C
KIIMHUYECKUM YITyUIICHUEM).

o HHCcTpyMeHTa/IbHBIE KPUTEPUN:

o IloBroproe mposenenne KT nerkux, KT mnpumaroyHsix mnaszyx Hoca,
KOHTPOJIb M3MEHEHMM Ha Ouorcur (Ipu  HEOOXOAWMOCTH) A
NOJATBEPXKIACHUS ~ YMEHBIIECHUS  BOCHANUTEIBHOTO  Tpolecca |
CTaOMIM3aIuy OpTraHHON (DYHKITUH.

EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides (PubMed)

[Ipu yxyamenun cocrosHus mnanueHta ¢ [TIA u  HesddexTuBHOCTH
amMOyJIaTOPHOT'O JIEUEHUs, TIEPBUYHBIE MEphl HAMPABJICHBI Ha OBICTPYIO CTAOMIIN3aLIUIO
KU3HEHHO  BaXHBIX  (QYHKIMH, MpUMEHEHHE WHTCHCUBHOW  Tepamuu  (B/B-
[VIFOKOKOPTUKOUABI, ~ UMMYHOCYIIPECCHUBHBIE  IIPEMaparbl) U CBOEBPEMEHHOE
HaIlpaBJICHUE [MAlMEHTa B CTAalMOHAp Ul MPOBEACHUS SKCTPEHHOW IOMOIIU. OTH
JENCTBUA MO3BOJISIIOT CHU3UTh PUCK HEOOPATUMBIX OBPEKICHUN OPraHOB U YIyYIIUTh
MPOTHO3 TMauueHTa. [laHHBII TOAXO0J OCHOBAaH Ha COBPEMEHHBIX JI0KA3aTEIbHBIX
JaHHBIX (YPOBEHB JI0KA3aTENbHOCTU 1b 111 OCHOBHBIX Mep cTabuim3auuu u 2a/2b s
JOTIOJIHUTENBHBIX KPUTEPUEB) U COOTBETCTBYET MEKIYyHAPOJHBIM PEKOMEHIALUSAM 10
BeneHnto ANCA-accolMupoBaHHbBIX BaCKYJINUTOB.

TakThka Bpaua B 3KCTpeHHbIX cuTyanusx npu I'TTA

IlepBuYHasi OLEHKA COCTOSTHMSA U CTA0OWIN3alUA:

O1neHkKa JKM3HEHHO BasKHBIX MOKAa3aTeJIei:

HeszameqyurensHO IPOBOAUTCS U3MEPEHHUE apTEPUATBHOTO JABJICHHUS, MYJIbCA, YACTOTHI
JBIXaHUs, TEMIIEPATYPhl U HACHIIICHUS KUCIOPOIOM.

IHoanep:kka AbIXaHUS U KPOBOOOPAILCHUS:

[Ipy HamMYuMM OJBINIKM, THUIOOKCMM WIA NPU3HAKOB IIOKA — HAayMHAETCA
KHUCIIOpOJIOTepanusi, NPOBOAUTCA HH(PYy3UOHHAS Tepanus (KOpPpeKIus OoO0BEMHOrO
CTaTyca, BHYTPUBEHHBIE )KUJKOCTH).

HemensienHoe BBeleHNe BHICOKO/1030BbIX INIIOKOKOPTHKOU/IOB:

[Ipu TsKenbIx o0ocTpeHusx (Hampumep, 1MPdy3Hoe aabBEOIIPHOE KPOBOTCUEHUE UITU
OBICTPO MPOTPECCUPYIOUTUH TIIOMEPYIOHE(PUT) TPOBOJUTCS BHYTPUBEHHAS MTyJIbCOBAS
tepanusi (Hanpumep, Metunnpennu3osoH 500-1000 mr/aens B TeyeHue 3 aHeH) A
OBICTPOTO MOJABJICHUS BOCHAIUTEILHOIO MpOIecca.

JKCTPEeHHOE MeIMIMHCKOEe BMEIIATEIbCTBO B YCJIOBHAX CTallHOHApA:

o Hay4a/ji0 MHTEeHCUBHOH Tepanum:
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o

[Ipyn HaMM4YMM yrpo3bl KU3HU WU OBICTPOTO YXYAIICHUS (QYHKIIMH OPTaHOB,
NaIeHTy Ha3HA4YaroTCs JOIMOJHUTEIbHBIE HWMMYHOCYIPECCUBHBIC TIpenapathl
(mammpumep, 1wmkiIopochaMusl UM PUTYKCHUMAO) C KOHTPOJIEM IOKaszaTeseu
(YHKITMH TTOYEK, TIETKUX U APYTUX OPTaHOB.

JlonoJIHUTeIbHBIE MO//IePKUBAIOIINE MEPbI:

[Ipu HEOOXOAMMOCTH TMPOBOAMTCS IuTazMadepes I YOAICHUS ITUPKYIUPYIOITUX
MAaTOTCHHBIX AHTHUTEI U TIPOBOCIATUTEIHHBIX ITATOKUHOB.

AHTHMH(EKINOHHAS Tepanusi:

Eciu nMerotcs mpu3Hakyd CUCTEMHON WH(EKIIMHA WM BBICOK PUCK MHQEKIIMOHHBIX
OCIIO)KHEHUH (HampuMep, Cercuca), TMalueHTy Ha3HA4YaloTCs AaHTHUOUMOTHUKH
IIMPOKOTO CIIEKTPa C KOHTPOJIEM HH(DEKITMOHHBIX MapKEPOB.

le/l‘ll/IHLI HarpaBJICHUSA MallUCHTA B CTallMOHAP:

o

7Ku3HeHHO onacHoe yXy/AllleHue COCTOSTHUS:

Juddy3Hoe anbBeoasipHOE KPOBOTEUEHUE, MPUBOASAIICE K TSXKEION JbIXaTeIbHON
HEJJOCTATOYHOCTH.

beicTpo mporpeccupyromuii riaoMepyaoHeppUT ¢ yXyIAIIeHHMEM (DYHKIMU IOYEK
(noBbilIeHHBIN KpeaTuHuH, cHibkeHue GFR).

OcTtpas cep/ieyHO-COCYIMCTast HECTAOUILHOCTD (IIIOK, APUTMHUH).
HeaddexkTuBHOCTH aMOYJIATOPHOIO JICYCHUSA

OTcyTCTBME  KIMHUYECKOTO  YJIYYIIEHUS WM OOOCTPEHUE CHUMIITOMATUKH
(cuctemMHbIE TPOSIBICHUS, YXyAUIeHWE (QYHKUUH MOPAKEHHBIX OPraHoB) NpH
MPOBOJIMMOM aMOyJIaTOPHOM TEepaIvu.

PasBuTHE 0CJIOKHEHUI:

Cepbé3Hple  WH(MEKIMOHHBIE  OCIOXKHEHUS  (ITHEBMOIIMCTHAs  ITHEBMOHWUS,
OakTepHaNbHBIN CETCUC), TPEOYIOIINEe HHTEHCUBHOTO JICUCHUS.

HeoOxoqumocTs  mpoBeleHUs]  AONMOJHUTENbHBIX  HHCTPYMEHTAJIbHBIX
HCCJICA0BAHMIA:

[Ipy HaNM4YMK HEOJAHO3HAYHOCTH KJIMHUYECKOM KApTUHBI, TPEOYIOIIEeH MPOBEACHUS
JETaNbHBIX HMHCTPYMEHTAJbHBIX UccienoBaHuid (Hampumep, mnoBTopHas KT,
OuoIICHs) B YCIOBUAX CTallMOHAPA.

IIpouecc HanpaB/JIeHUA U MOCJAEAYIOLIUA KOHTPOJIb:

o

o

JoxkymeHnTanus u uHpopMHupoOBaHHe:

CocraBnsiercss  TOAPOOHBIM  OTYET O TMPOBEACHHBIX Mepax, pe3yibTaTax
Ja00pAaTOPHBIX W HMHCTPYMEHTAJIBHBIX HCCIICIOBAHUMN, M MNPUYMHAX DKCTPEHHOU
rOCHUTAIU3ALUH.

MyabTHANCHUILINHAPHAS KOHCYJIbTALMS:

B crammonape mpoBOAMTCS COBMECTHOE OOCJIEIOBAHHME C y4acTHEM PEBMATOJIOTra,
He(dposora, MyABMOHOJIOTA ¥ JPYTHUX CHEIUAINCTOB IS KOPPEKTUPOBKHU
TE€pPANEeBTUYECKOTO IJIAaHA.

HenpepbIBHbIIT MOHUTOPHMHT:
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HaHHCHTy IMPOBOJATCA PCEryJIApHBIC KOHTPOJBbHBIC 06CJICILOB8,HI/IH IJId  OILICHKU
3 PEeKTUBHOCTH BBEICHHOM Tepanmuyd M JUHAMHKUA COCTOsIHUSL (MOHMTOpUHT COD,
CRP, dbynkuuu noyvexk, jerkux, yposueir AHITA).

EULAR Recommendations for ANCA-associated Vasculitis

Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides (PubMed)
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HALMOHAJIBHBIN KJIMHUYECKHUU
MPOTOKOJI IO MEJUIIUHCKUM
BMEIIATEJBCTBAM IIPU HO30JIOI'USX
«PAHYJIEMATO3 C MIOJIMAHT'MTUTOM»

TOLIKEHT - 2025
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B rpanynemaro3e ¢ MNOJMAHTUUTOM  — TSDKEIOM ayTOMMMYHHOM BAacKYJIMTE,
XapakTepU3yIUIEMCS TOPAKEHUEM MEJIKUX UM CPEIHHUX COCYAOB, BHEJIPEHHE
cnenuUUecKuX MEIUIMHCKUX TMPOLENyp HMEET KPUTUYECKOE 3HA4YeHHe JUIs
CTaOMIIM3AIMN COCTOSIHUS MAllMEHTa U MPEAOTBPAIEHUS HEOOPATUMBIX MOBPEKICHUIM
KU3HEHHO BaKHBIX opraHoB. CornacHo HannoHanbHOMY KIMHUYECKOMY MPOTOKOIY U
cTaHaapTaM, B KomIiulekcHOM JyedeHud ['TIA ocoboe MecTo 3aHMMAIOT CIIEIYIOIIUE
MPOLETYPHI:

Ilnazmadepes:
Ota mnpoueaypa TMO3BOJIAET OBICTPO YHalsATh M3 KPOBM TNATOTEHHBIE aHTUTENA
(marmpumep, PR3-AHIIA) u mnpoBocnaiuTeNnbHBIC ITUTOKUHBI, YTO CIIOCOOCTBYET
HEMEJUICHHOMY CHIDKEHHMIO BOCTAJIMTENIbHOTO mpoiecca. [lnasmadepes npumensiercs
MIPU DKCTPEHHBIX CIydasx, Takux Kak TudQy3HOE albBEOJIPHOE KPOBOTCUEHUE WITU
OBICTPO  MPOTPECCUPYIONMIMI  TIoMepyloHedpuT, Korja HeoOXoauMa CpodHas
MMMYHOMO,TYJISIITUS.
I'emoaunanus:
I'emoananu3 wucnonab3yercss Uil TOANEPKKH TNAUHUEHTOB C TSKEIBIM IMOYEYHBIM
MOPaXEHUEM U PA3BUTHUEM OCTPOM MOYEUHOW HENOCTAaTOYHOCTH, BbI3BaHHOU ['TIA. OH
o0OecreuynBaeT KOPPEKIUIO 3JIEKTPOJIMTHOTO OanaHca W BBIBEICHHE TOKCHHOB, YTO
MO3BOJISIET CTA0MIIU3UPOBATH COCTOSIHUE OOJBHOTO 0 KOPPEKIMHU MEAUKAMEHTO3HOM
TEepaNuu.
Tpaxeocroma:
TpaxeocToMa, Kak XuUpPypruueckas TMpoueaypa, HPUMEHSECTCS NOpU JIATEIbHON
JBIXaTeJIbHOM HEA0CTaTOUYHOCTH, OCOOCHHO B CIydasiX, Korjia HabmogaeTcs nuddy3Hoe
AHBEOJIIPHOE KPOBOTECUEHUE WIIM TPEOYeTCs MPOIOJDKATEIbHAS BEHTUIISINS JIETKUX B
YCIIOBUSIX MHTEHCHBHOM Tepanuu. Co3JaHue TpaxeoCTOMbI O00ECIeYrBACT HAJCKHBIN
JOCTYNl K JbIXaTeIbHbIM TyTSIM © O00JIerT4yaeT MpPOBEACHUE BEHTUJISLIMOHHOU
MIOJJICPAKKH.
Bueapenue stux mpoieayp B KIMHUYECKYIO MPAKTUKY OOYCIOBIECHO HEOOXOIUMOCTHIO
OMepaTMBHOM cTabunmu3anuu cocTossHUs manueHta ¢ [TIA, mnpenoTBpalleHus
OCIJIO)KHEHUH W YNy4IlIEHUs MPOTHO3a. DTH MEpPhl JOKa3ald CBOI 3(PGEKTUBHOCTh H
0€30MacHOCTh COTJIACHO COBPEMEHHBIM PEKOMEHIAIUSM U JTAHHBIM MEXTYHAPOIHBIX
HCCIIEIOBAHUM.
EULAR Recommendations for ANCA-associated Vasculitis

Metonbl seuenusi I'TIA BkIOYAIOT KOMIUIEKCHBIE MEIMKAMEHTO3HBIE IMOJIXOIbI

(MHAYKIIMOHHAsT W TOJJCP)KWBAOIIAs Tepamnus), HaIlpaBJICHHBIC Ha IOJaBICHUE
CUCTEMHOTO  BOCTHAJICHHUS, M  CHCHUPUUICCKAEC  XHPYPTUUSCKHUE  IPOLECTYpPhI
(tazmadepes, pEeKOHCTPYKTHMBHBIC BMEIIATENIbCTBA, TPAXeOCTOMa) ISl KOPPEKITUU
OCJIO)KHCHHH. DTH MEpPOIPHUATHS SBISIOTCS KIIOUEBBIMH 3JICMEHTAMH HAIIMOHAIBHBIX
KIMHUYECKUX IIPOTOKOJIOB M CTAHJAPTOB, YTO IIOJATBEPIKISCHO COBPEMEHHBIMH
JI0Ka3aTebHBIMU JTaHHBIMU (YPOBEHb J0Ka3aTeIbHOCTH 1b 111 OCHOBHBIX METO/JOB U
2a/2b nis TOTOJHUTENBHBIX TTPOLIEAYP).
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XUpypruueckoe U UHBa3MBHOE BMENIATEIHCTBO
IInazmadepes
o Ilpumenenme: MHcmonp3yeTcss B OKCTPEHHBIX clydasx (Hampumep, Mpu
muddy3HOM albBEOJSIPHOM KPOBOTEUEHUH WJIIM OBICTPO MPOTrPECCHUPYIONIEM
riomMepynoHedpure) s OBICTPOrO CHIDKEHHS KOHIICHTPAIIMH TMATOTEHHBIX
AHTUTEN U MTPOBOCIIAINTEIBHBIX IUTOKUHOB.
o eab: CHWwKEHHME HMMYHHOTO OTBETa W NPENOTBpALICHUE JaJbHEHIIEro
IIOBPEKJICHUSL OPraHOB.
Xupyprudeckue BMemareabcrsa B JIOP-chepe
o Hanpumep, peKOHCTPYKTHBHASI XHPYPIUs HOCA:

o [lpuMeHseTcs mpu TAKEIOM MOPAKEHUH HOCOBBIX CTPYKTYp (Hampumep,
«CEeIJIOBUIHAS nedopmanus HOCa») TUISL BOCCTaHOBJICHUS
(GYHKIIMOHATBHOCTHU U YIIYUIIICHUS SCTETUKHU.

Xupypruyeckue BMemIaTeIbCTBA IJIS MOJAEPKKH AbIXaTeJbHbIX IyTel
« Tpaxeocroma:

o MoxkeT noTpeOoBaThCS MPU IITUTEIHHOU JBIXaTEIbHOW HEIOCTATOUHOCTH
WIK HEOOXOJUMOCTH TPOJOJIKUTEIHLHOW HCKYCCTBEHHOM BEHTHIISILIUU
JIETKUX.

2. Ilopsaxok nmpuMeHeHUs] BHIOPAHHOIO0 MeETOAA JIeYeHHUS H/HIH XHPYPru4ecKoro
BMeIIATEJIbCTBA NP TAHHOH HO30J10TUH

B skcrpennbix ciydasx npu ['TIA, korga aMOynaTopHOE JIeU€HHUE OKa3bIBAaeTCs
Hea((PEeKTUBHBIM, MPUMEHEHHE I1a3Madepesa, reMoauani3a U TPaxeoCTOMUU UTPaET
KJIFOUYEBYIO pOJIb B CTAaOMJIM3ALMK COCTOSIHUS MAlMEeHTa. DTH NPOUEAYpPhl HAPABICHbI
Ha OBICTpOE CHWKEHUE BOCHAIUTEIBHOIO TMpolecca, TMOAACPKKY (PYHKIUU
NOpaXEHHBIX OPraHOB M OOECHEYEHHE HAJAEKHOTO IbIXaTeNIbHOTO JOCTyIa, 4YTO B
COBOKYITHOCTH CIHOCOOCTBYET CHUKEHHIO PUCKA JIETAIbHBIX MCXOJOB U YIIYYILEHHUIO
IIPOTHO3A.
1. [Tna3zmadepes

Heab: [lnazmadepes HampaBieH Ha ONEpaTUBHOE CHIKEHHE KOHIIEHTpAIUU
UPKYJIUPYIONUX NaToreHHbIX anturen (Hanpumep, PR3-AHIIA), *MMyHOKOMIIIIEKCOB
U TMPOBOCHAIUTENBHBIX LMTOKMHOB. OTO CHOCOOCTBYET OBICTPOMY MOJABJICHHUIO
OCTPOTO BOCHAJIUTEIBHOTO TMPOLIECCA, CHIXKEHHIO TOBPEXKACHUS OPraHoB (JIErKuX,
MOYEK) U YMEHBIIEHUIO CHCTEMHOT'O BOCIIAJICHUS.
IHoxka3anus:
o Tsxénsie oboctpenus ['TIA ¢ yrpo3oi ®Ku3HH, TaKHE KakK:
o Juddys3Hoe anbBeoIsIpHOE KPOBOTECUECHHE.
o bpicTpo mporpeccupyromuii  TIOMEPYIOHEPPUT C OCTPOM TMOYECUHOM

HEJIOCTATOYHOCTHIO.
o PemmpuBupyromue ciy4au, HE OTBEYAIOIINE Ha CTaHJIAPTHYIO
MMMYHOCYITPECCUBHYIO TE€PAIUIO.
IIporuBonoOKa3anus:

o Cepb€3Hble HAPYIICHUS CBEPTHIBAEMOCTH KPOBU WIIM aKTUBHOE KPOBOTEUCHHE, HE
00yCIIOBJIIEHHOE BaCKYJIUTOM.
o Tspxénas rUIOBOJIEMUSI MJIM HECTAOWIIbHAS TEMOTUHAMHUKA.
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o Ajepruyeckue peakiMu Ha KOMIIOHEHThl 3aMECTUTEIbHOM  KHUJIKOCTHU
(HampuMep, TIa3MEeHHbBIE perapaThl).
2. 'emonnanus

Heapb: 'emonmanus npuMeHsercs Uisl HNOJAEpKaHUS (PYHKIMM MOYEK MPHU TSHKEIOM
HOpaXeHUHU (HaIpuMep, ObICTPO MPOTPECCUPYIOLIEM IIIOMEPYIOHE(PUTE) Y NAUEHTOB
c ITIA. Dra mnpouenypa mO3BOJIET YCTPAHUTh HAKOIUIEHHE METAa0OJIUTOB U
MO/JIEPKUBATh 3JEKTPOJUTHBIN OalaHC, CHWXXash PHUCK OCIIOKHEHUH, CBA3aHHBIX C
OCTpOIl MOYEYHOU HEJOCTATOYHOCTHIO.

IHoka3auus:

o Octpasg mnoueyHass HEIOCTATOYHOCTh C SBHBIMU [OKa3aTeIsIMU YXYIUICHUS
(GyHKIMH 1OYeK (MOBBILIEHHBIA YPOBEHb KpeaTuHUHA, CHIKEHHBIH GFR).

o KiuuHuueckue mnpHU3HAKH YpPEMHUH, THUIEPKAIUEMUS, THAPOIICKTPOIUTHBIN
nucOaaHc, He MOIA0IINUEC MEAUKAMEHTO3HON KOPPEKLIUU.

IIporuBonoOKa3aHus:

o Tsxénasgs reMonMHaMUYecKass HECTaOMIIBHOCTb, KOTJa IPOBEIACHHE IPOLEAYpPbI
MOJKET YCYT'yOUTh COCTOSIHUE.

o Hanuuune TsDKENBIX COMYTCTBYIOMIMX 3a00JI€BaHUI, KOTOPBIE JENal0T IPOLEAYPY
BBICOKOPHUCKOBaHHOM (Hanpumep, HEKOHTPOJIMpYyeMasl ceplieyHas
HEIOCTAaTOYHOCTB ).

3. Tpaxeoctoma

Hean: TpaxeocTroma obecriednBaeT HAJCKHBIN JOCTYH K JbIXaTEIbHBIM IYTSAM, YTO
HEOOXOJIUMO TMPHU JIUTEIBHON ABIXaTEIbHONW HEIOCTATOYHOCTH. ITO OCOOCHHO BaXKHO Y
naiueHToB ¢ [TIA, y KOTOpBIX pPa3sBHBAIOTCA TSIKEIBIE JIETOYHBIC OCIOXKHECHUS
(manmpumep, auddy3Hoe albBEOJSIPHOE KPOBOTEUYEHHUE), TpeOyIolrue IJIUTEIbHOU
MCKYCCTBEHHOW BEHTUJISILIUM JIETKHX.

IHoxka3anus:

o JlnurenbHas JbIXaTelIbHAas HEJIOCTATOYHOCTb, Korja Tpedyercs
POJIOJKUTENbHAS UCKYCCTBEHHAS! BEHTHIISIIUA.

o Cutyanuu, npu KOTOPBIX TPATUIIMOHHOEC HHTYOMPOBAHHME 3aTPY/IHEHO WU
COITPOBOXKIAETCS OCIIOKHECHUSMU.

o OOnerueHue yxoia 3a MAIMEHTOM B YCIIOBUSX JJIMUTEIHLHOW BEHTHJISIIMOHHOMN
MOJIICPAKKH.

IIporuBonokazanus:

o JlokanpHbie WHGMEKIUM B 00JIACTH IIEWM WM HOCOTJIOTKHU, KOTOpPHIE MOTYT
YBEJIMYUTh PUCK OCJIOKHEHUM MPU MPOBEICHUH TPOLIEAYPHI.

o AHaroMuueckue OCOOCHHOCTH, 3aTPyAHSIONIME TMPOBEACHUE MPOIEAYPhI
(Hanpumep, BbIpaXeHHble Jedopmanuu  IIew, TKenas — runepTpodus
IIATOBUIHOM >KEJIEe3bI).

EULAR Recommendations wu Revised Chapel Hill Consensus Conference
Nomenclature of Vasculitides.

TpeGoBanuss K  CHENUATHMCTY, OCYLIECTBJAWIIEMY  Je4eOHYH W/ MM
XHPYPru4ecKymo aesareJbHocTh npu I'TTA

st 3¢ peKkTUBHOTO BEJICHUSA MaIMEHTOB c I'TIA HEO0OXO0IUMBI
BBICOKOKBIU(DUIIMPOBAHHbBIE CIEHUATUCTHI, O0JaJaronIue TIIyOOKMMU 3HAHUSIMU B
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o0nacTu AYTOUMMYHHBIX 3a00eBaHU U BAaCKYJIMTOB, a4 TaKKC OIIBLITOM pa6OTI>I C

TSKEJIBIMU CHCTEMHBIMH 3a001eBaHusIMU. OCHOBHEIC Tp€6OBaHI/I}I BKJIIOYalOT:

1. HammeHoBaHueE CIENINAJILHOCTH:

o

PeBmarosior: OCHOBHOM  CHELMANINCT, BEAYIIMH JUArHOCTUKY U
MeaukameHTo3Hoe jgeuenne [ 'TIA.

Hedposor: i1 ONEHKM W KOPPEKUHUH ITOYEYHOM HEJOCTATOYHOCTH,
cBsi3anHoi ¢ ['TIA.

IMynabmonouior: Ilpy Hamu4uKM JErOYHBIX OCIOKHEHMM (MHOUIBTPATHI,
KaBEpPHBI, AJIbBEOJIIPHOE KPOBOTECUECHUE).

Oronapunrosor: Ilpu Boipaxennbix JIOP-cumnromax (XpOHHYECKH
PUHUT, CHHYCUT, HOCOBbIE KPOBOTECUEHHS ).

Xupypr: (Hampumep, OTOJAPUHTOJIOT-XUPYPT, PEKOHCTPYKTUBHBII
XUpYpr) JUisl  BBINOJHEHHS  WMHBA3MBHBIX  mpouenyp (Ouomcus,
PEKOHCTPYKTUBHBIE OIlEpalluu, TPaXECOCTOMHUS ).

2. KOMHeTeHHI/IH H TUILJIOM:

@)

Hanuuue BpicHIero MEIUIIMHCKOTO 0Opa3oBaHUs C MOCJIEAYIOLIeH
crenuanu3aner  (opAuHATypa/aciupaHTypa) IO COOTBETCTBYIOIIEMY
HampaBJICHUIO.

JIumioM  crienuanucTa, MOATBEPKAAIONMN KBaIM(HUKAMIO B 00JIacTH
peBMarosioruu, Heposoruu, myiabmoHosorud, JIOP wim xupyprum (B
3aBUCUMOCTH OT BBINIOJHAEMON POJIN).

3. OnbIT padoThI:

@)

[IpakTdyecknii  ombIT  pabOTBHI ¢  TAlMEHTaMH,  CTPaJArOIIUMU
ayTOMMMYHHBIMH 3a00JIEBaHUSIMH W BacKyJMTaMHu, He MeHee 3-5 Jer
IIOCJIE MOJIYYEHUS CIICLIUAIN3ALAH.

OnbIT IpoBeIEHUs CIIOKHBIX JUarHoctuyeckux npouenyp (ouoncus, KT,
PEHTTEHOJIOTUYECKOE o0cnegoBaHue) u/unm XUPYPrUYECKUX
BMmemaTensCeTB npu ['TIA ABnsieTcs npenMyIecTBom.

4. TloBblmieHHe KBATU(UKAIMY U HelpepbIBHOE 00pa3oBaHue:

@)

VYyactue B cnienuaIM3upOBaHHBIX KypcaX, CEMUHapax, KOHPEPEeHLUIX Mo
PEBMATOJIOTUH, HE(POJOTUU U BACKYJIUTaM, a TaKXKe MO XUPYPruueCKUM
Meroaam BeaeHus naueHTos ¢ ['TIA.

Hanuuue ceptudukraToB 0 MOBBIIIIEHUU KBTI (PUKAIINH,
NOATBEPKAAIOMIUX 3HAKOMCTBO C  TMOCJIEIHUMHU  MEXKIyHApOIHBIMU
pexomenganusimu (Harpumep, EULAR, ACR) u cranpapramu BeneHUs
nauneHToB ¢ ANCA-accOUMUPOBAHHBIMU BACKYJIUTAMM.

5. MyabTHANCHUIIMHAPHBIA MOJXO0/:

o

CnocoOHOCTh paboTaTh B COCTaBE MEKIUCIUIIMHAPHON KOMAaH/IbI,
BKJIFOYATOLIEH PEBMATOJIOTOB, HE(POJIOTOB, MyJIbMOHOJIOTOB,
OTOJIAPUHTOJIOTOB, OQTAIBMOJIOTOB W XHPYPIroOB, I KOMIUIEKCHOTO
BeneHus naimeHTon ¢ ['TIA.
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o HaBblkM KOOpJIMHAIIMK JICUCHUS W oOMeHa uHopMamuen MexIy
Pa3iIn9YHbIMU cricnuaJnucraMu, yTO IIO3BOJISACT CBOCBPCMCHHO
KOPPCKTHUPOBATb TepaHeBTI/IIIGCKI/Iﬁ IIJIaH W YJIYy4IOaTh IIPOTrHO3 IMMAallUCHTOB.

EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides
KoMmiuiekcHOE  NpOBENEHME  OCHOBHBIX  JMATHOCTHYECKUX  MEPOIPUATHU

(JtabopaTtopHBIE  aHANW3BI,  PEHTICHOJOTUYECKHE  WCCICIOBAHUSA,  OWOTICHS)
o0ecnieunBaeT TOYHOE NOATBepkaeHUe auarHo3a I'TIA, mo3BossieT OLUEHUTh CTENEHb
HOpaXEHUs KIIIOYEBBIX OPraHOB U ONPEIEIUTh HEOOXOAUMOCTh IPOBEAEHNUS JIEYEOHBIX
WIA XUPYPrU4eCKUX BMEIIATENIbCTB. JIOMOJHUTENbHBIE HCCIEAOBAHUSA (PHIOCKOMMS,
V3U, pacmivpeHHbI UMMYHOJIOTMYECKUNA MPO(UIIb) HCHOIB3YIOTCS A YTOYHEHMS
KJIMHUYECKOW KapTUHBI U MHAWBUyAIN3alMU Tepanuu. Takon moaxoa, OCHOBaHHBIA HA
COBPEMEHHBIX  MEXJIYHapOJHBIX PEKOMEHJIALMIX, CIOCOOCTBYET  IOBBIIICHUIO
0e3onacHOCTH U 3()(PEKTUBHOCTH JieueHUs nauueHToB ¢ ['TIA.

OcHoBHBIE (00513aTENBHBIE) TUATHOCTUYECKHE MEPOTIPHUITHS

1. JlaGopaTopHble HCCIeI0BAHUS:

o OO0mmit anaaus kposu, COJ, CRP:

Pesynomamui: TloBbiienHsie ypoBHU COD u CPB cBUAETENBCTBYIOT O
CUCTEMHOM BOCIAJEHUH, BO3MOXHOE TIOBBIIICHUE JIEUKOLIUTOB H
TPOMOOILIMTOB — MPU3HAKK BOCHAIMUTEIBHOIO MIPOLIECCca.

o AHaJu3 MOYH, OlleHKAa QyHKIUM No4Yek (KpeatuHuH, GFR):
Pezynomamei: T'emaTypus ¥ TPOTEMHYpHs] YKa3bIBAIOT Ha MOPAKEHUE
noyek (riomepynoHedpuT); MOBbIIIEHHE KpeaTuHUHa U cHuxkeHne GFR
CBUETEIBCTBYIOT O HApYIIEHUU (QYHKIUH TOYEK.

o Cepoaornueckue tectol Ha AHIIA (PR3-AHIIA, MPO-AHIIA):
Pezynomamei:  Tlonoxutensubii PR3-AHIIA (oObruno TtHTpEl >1:20)
aBisieTcs cnenupuyeckum Mapkepom st ['TIA.

2. UHCcTpyMeHTAJIbHBIE UCC/IeOBAHMS

o Pentrenorpagus/KT nerkux:

Pe3zynomamei: BplsiBlIeHHE JIETOYHBIX Y3JI0B, HH(UIBTPATOB, KaBEpH WIIU
PU3HAKOB TU()PY3HOTO AIBBEOJIIPHOTO KPOBOTECUCHUSI.

o KT npuaaro4HbIX na3yx Hoca:

Pezynomamei:  OnpenesieHne  U3MEHEHM B HOCOBOM  IOJIOCTH
(XpOHUYECKUN CUHYCHUT, 3pO3UH, AePopMaliusi) — BAXKHOE JUIsl BBISIBJICHUS
JIOP-nopaxennii, xapakrepHbix 1ist ['TIA.
o buoncus nopakKEéHHbIX TKAHEH:
Pezynomamei:  I'ucTonOrndyeckoe MOATBEPKIACHUE TIPaHyJEMAaTO3HOTO
BOCHQJICHUSI, HEKPOTUYECKOTO BAaCKyJIuTa, (PUOPO3HBIX H3MEHEHUN —
30J10TOM cTanAapt nuarHoctuku ['TIA.
JIOTIOTHUTENBHBIE AUATHOCTUYECKUE MEPOTIPUATHS
1. UHcTpyMeHTaIbHbIE HCCICA0BAHMA:
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o

Iuaockonnyeckne ucciaenopanus (API'1C):

IIpumenenue: 1lpy HaJIMYUM CHUMIITOMAaTUKH CO CTOPOHBI JKEIyIOYHO-
KUILIEYHOTO TPaKTa JJIsl OLICHKH opaykeHus ciuzuctoi obonouku KKT.
Pezynomamui: BpliBneHue 3po3ui, 3B WM YYacCTKOB KPOBOTEUECHUS,
KOTOpBIE MOTYT CBHAETENBbCTBOBATH O BoBiedueHun JKKT B mpomecc
BACKYJIUTA.

YabTpa3sByKoBoOe HCCJIeI0OBAHUE OPraHOB OPIOIIHOM IOJI0CTH:
IIpumenenue: 1lpu NOJO3pEHUMHM HA BOBJICYECHHE JPYTUX BHYTPEHHHX
OpraHoB (TI€UEHb, CEeNE3eHKA, TUM(PATUUECKUE Y3IIbl).

Pezynomamei: OnpeneneHue pasMepoB U CTPYKTYpPbl OPraHOB, BBISIBIICHHE
auM$aZeHONaTUH WU IPYTUX U3MEHEHUH.

2. CHe]_lI/IaJIH3HpOBaHHLIe .]'laﬁ()paTOpHLle HccjaeaoBanmn.

o

PacuumpeHHbI HMMYHOJIOTHYECKUN POPHIIb:

IIpumenenue: OueHKa TOMOTHUTEIBHBIX AyTOAHTUTEN WIM HUTOKHHOB IS
YTOYHEHHUS MAaTOT€HETHYECKUX MEXaHU3MOB, OCOOEHHO TMpU HESCHON
KJIIMHUYECKON KapTUHE.

Pe3zynomamei: I3meHenust B mpoduiie BOCHAIUTENbHBIX [TUTOKUHOB MOTYT
[IOMOYb B OLICHKE aKTUBHOCTH 3a00JIEBAHUS.
MoJsiekyasIpHO-TEHETHYECKHE UCCICA0OBAHMSA:

IIpumenenue: IIpn HEOOXOAUMOCTH YTOYHEHUS 3TUOJIOTHU WM B paMKax
HCCIIEIOBATENbCKUX IPOTPaMM JJIs1 MHAWBUAYAJIN3ALUNA TEPAIIAH.
Pesynomamui:  OnpeneneHne  TEHETUYECKUX W SMUTCHETHYECKUX
MapKepoB, BIUAIOIIMX Ha TE€UCHHUE 3a00JI€BaHU.

EULAR Recommendations for ANCA-associated Vasculitis

Revised Chapel Hill Consensus Conference Nomenclature of VVasculitides
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HAIIMOHAJIBHBIN KJIIMHUYECKUU
[TPOTOKOJI MEJIUIIMHCKOU
[TPOOUMIIAKTUKHU, TUCTTAHCEPU3ALINU U
PEABMJIUTALINU
«'PAHYIIEMATO3A C ITIOJJMAHTUUTOM»

TOWKEHT - 2025
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1. OcHoBHAA YacTh

['panynemaTo3 ¢ MOJMAHTUUTOM — TSKENbII CUCTEMHBIA BAaCKYJIUT 3a00J€BaHUE,
KOTOPOE€ XapaKTEpPU3yeTCs] OBICTPbIM IPOTPECCUPOBAHUEM U  BBICOKHMM PHUCKOM
CEpPhE3HBIX OCJIOKHEHHWH, TAaKMX KaK T[OYE€YHass HEJOCTaTOYHOCTbh, JIETOYHAas
muchynkuus u nopaxkenue JIOP-ctpyktyp. B cBs3u ¢ 3TuM, npoduiakTUYECKue,
JTUCHAHCEPHbIE M PEaOdWIMTALIMOHHBIE MEPONPUITHS WIpaloT KIIOYEBYIO pOJb B
KOMITJIEKCHOM BEJE€HUU OOJBHBIX, MO3BOJISII CBOEBPEMEHHO BBISBIATH OOOCTpEHMUS,
IpeA0TBpaliaTh HEOOpATHUMblE U3MEHEHMSI B OpraHax M yJydlllaTb KayecTBO >KU3HU
MalMEHTOB.

[TpodunakTuka BKiItOYaeT B ce0s MEPHI IO CHUYKEHUIO CUCTEMHOTO BOCTIAJICHUS U
NpEeIOTBPAICHUI0 HMH(PEKIMOHHBIX  OCJIOXHEHUM, CBSI3aHHBIX C  JUIMTEIHLHOMN
MMMYHOCYTIpECCUBHOM Tepanueil. K Takum Mepam OTHOCATCA BaKUMHAIUS (TMPOTHB
TpUIlIa, THEBMOKOKKA, rematuta B), KoOppekius NUTaHus C HCHOJIb30BaHHUEM
IPOTUBOBOCTIAJIUTENLHON JueThl (Hampumep, auera 1o croiy NeS), a Takke
coOnro/ieHne pexuma JHA U cHa. JlomoiaHuTenbHO, QuToTepanuss U (u3HOTEpanus
(ieueOHast  QUBKYIBTYpa, Maccaxk, JbIXaTEJIbHbIE YNPAXKHEHUS) CIOCOOCTBYIOT
CHW)KEHHUIO YPOBHS CTpecca, YIYYIICHHIO OOMEHHBIX HPOLECCOB U MOAACPHKAHUIO
MMMYHHON (DYHKI[MU, YTO SIBJIAETCS BAXKHBIM 3JIEMEHTOM B 0OpbO€ C XPOHHUYECKUM
BOCITQJICHUEM.

JucnancepHoe  HaOdroAeHME  OOECHEYMBAET  PETrYJSIPHBIE  KOHTpPOJb
KJIIMHAYECKOIO0  COCTOSIHMSL ~ IAIMEHTa, MO3BOJISIET IMPOBOAWTH CBOEBPEMEHHYIO
KOPPEKLHUIO Tepalui U NPOBOAUTH HEOOXOIUMbIE TAOOPATOPHBIE U MHCTPYMEHTAJIbHBIE
uccnenoBanus (oOmmi ananusz kpou, COD, CPb, anaimmu3 wmounm, KT nerkux,
YIbTPa3BYKOBbIE HCCIEN0BaHUs). PeaOuinTaninoHHbIE MEpPONPUSATHS, MPOBOJUMBIE B
aMOyJIaTOPHBIX YCJIOBUSIX, HAIIPABJICHBI HA BOCCTAHOBIIEHUE (DU3NYECKON aKTUBHOCTH U
yJIy4IIEHUE TICUXOJIOIMYECKOT0 COCTOSIHUS OOJbHOrO, YTO B CBOIO O4Yepenb
CITOCOOCTBYET CHIDKCHHIO UHCIIa PEIMINBOB U OCIOKHEHUH. KOMITIEKCHBIM TOaX0 K
npoQMIaKTUKE, JAUCIAHCEPHOMY  HAOJIOJEHUI0O W peaOUIMTAIlUU  SIBJISIETCS
KpaeyroyjbHbIM KaMHeM B yrnpaBieHuu [TIA, cmocoOCTBYsl CHMKEHHUIO OCJIOKHEHUM,
MOBBIIICHUIO KAueCTBA JKU3HM W ONTUMHU3AIMHU JICUCHHUS JAHHOTO TSHKEJIOTo
3a00J1€BaHus.

EULAR Recommendations for ANCA-associated Vasculitis u Revised Chapel Hill
Consensus Conference Nomenclature of VVasculitides.
OO0mee onucanue NpPOPUIAKTHKM, IUCHAHCEPU3AUMH W peadMIMTAIIUM TIPH

rpanyJiemaro3se ¢ noauanruurom (I'TTA)
Jleuenune I'TIA TpeOyeT KOMIUIEKCHOTO MOJXOJa, BKIIOYAIOIIETO HE TOJBKO

MEJIMKAMEHTO3HYIO TEepaIvio, HO U Mephl M0 NMPOPUIAKTUKE OCIOKHEHUN, PETYIIIPHOE
JUCIIAHCEPHOE HAOJII0/IEHHE U PeadMIUTAILIMOHHBIE MEPONPUITHS, HAlpaBJIE€HHbIE Ha
BOCCTAaHOBJIEHHE (DYHKIIMOHAJIIBHOTO COCTOSIHUS OpraHu3Ma W YJIy4ylleHUE KadyecTBa
KW3HU NALACHTA.
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IIpodpuinakruka

[IpodunakTuyeckne Mepbl BKIOYAIOT B Ce0S  CBOEBPEMEHHYIO BaKIIMHAIUIO
(HammpuMep, TPOTUB TPHIINA, MTHEBMOKOKKAa M Tematuta B) A8 CHMKEHUS pHCKa
MH(EKIIMOHHBIX OCJI0KHECHUH, 0COOCHHO y ITaI[ICHTOB, TOJTYYarOIINX
MMMYHOCYIIPECCUBHYIO Tepanuio. Takyke Ba)KHbI MEpbI 1O KOPPEKIUU 00pasza KU3HU:
OTKa3 OT KypeHHUsi, COOJIIOICHUE 3/I0POBOTO MUTaHUs (Hampumep, aueta no croiay NoS,
OoraTasi aHTHOKCHJIAHTAMH ¥ OMeTa-3 KUPHBIMU KHUCJIOTAMHM), peryJisipHas Gpu3ndeckas
AKTUBHOCTb W TOJJICPKAaHWE ONTHUMAJILHOTO PEXUMa JHS W CHA. DTH MEPONPUITHS
CITOCOOCTBYIOT CHIMDKEHHIO CHCTEMHOTO BOCIAJICHHS U YJIYYIICHUIO HWMMYHHOMU
(yHKITUH, YTO 0COOCHHO aKTyajabHO 1 marueHToB ¢ ['TIA.

JAucnancepuzanus

JlucnancepHoe HaOIOJCHUE SBISCTCS HEOTHEMJIEMOM YaCThIO BEACHUS MAIMEHTOB C
I'TIA. PerynspHble BU3UTHI K CHEHUAIUCTY (PEBMATOJIOTY, HE(POJIOTY, ITyIBMOHOJIOTY,
OTOJIAPUHIOJIOTY) TMO3BOJISIIOT TMPOBOJUTh JTUHAMUYECKUIT MOHUTOPHUHI COCTOSIHMUS,
orleHuBaTh A()PEKTUBHOCTh TEPANMU W CBOCBPEMEHHO BBISBISITH PELUIMBBI WU
pasBuTHe oclokHeHuH. KoHTponap BkiIOUaeT MepuoadyYecKkue JabdopaTopHBIC
uccinenoBanus (oOmui ananmu3 kpou, COD, CRP, ¢yHKIHMS modYeKk, aHAIW3 MOYH,
ceposormdeckue Tecthl Ha AHIIA) wu  uWHCTpyMeHTalnbHBIE  HMCCIICIOBAHUS
(peutrenorpadusa, KT nerkux, ynpTpa3ByKOBO€ OOCIEIOBAaHHWE MPUAATOYHBIX Ma3yxX
HOCAa), 4TO 00ECIIEYMBAET ONEPATUBHYIO KOPPEKTUPOBKY JIEU€OHOIO MJIaHA.
Peabuauranus

PeabunuraiinoHHble MEpONPUSITUS HAMPABJICHbI Ha BOCCTAHOBJICHHE (HU3UYECKOU
AKTUBHOCTH, YJy4IICHHUE pabOThl JIETKUX M TIOYEK, a TaKXKe ICUXOJOTHICCKYIO
MoAACPKKY. B peaOuiuTaniMoHHBIA IMEepUOj]] aKTUBHO NPUMEHSIOTCS (HU3NOTEpamus
(leuebHast  QU3KYIbTypa,  MaccaX,  JbIXaTelIbHbIE  YNpaKHEHUs,  iora),
HYTPUIIMOJIOTHYECKas TMOJJepKKa (COaIaHCUPOBAaHHOE MHUTAHUE, JIUETOJOTHYECKUE
pPEKOMEHJaIu1, UCMOJIb30BAHUE MPOTUBOBOCHAIUTEIBHBIX JTUET) U TICUXOJOTMYECKast
noMonib (KOHCYJbTallMM TICMXOJIOTa, Yy4yacTHE€ B Tpynmax MNoajaepxkku). Takue
KOMIUIEKCHBIC MEPOIPHUATHUS TTOMOTAIOT BOCCTAHOBUTH (PYHKIIMOHAJIBHOE COCTOSIHHUE,
CHU3HUTH YPOBEHB CTpPECCa U MPEAOTBPATUTD PEIIUIMBBI 3a00JICBaHUS.

OTH TOAXO0Mbl MOJATBEPKIAECHBI MEKIYHAPOJAHBIMU KIMHUYECKUMHU PEKOMEHIAIUIMH,
takumu kak EULAR Recommendations for ANCA-associated Vasculitis n Revised
Chapel Hill Consensus Conference Nomenclature of Vasculitides, uro obecreunBaer
BBICOKMI YypOBEHb JoKazaTelbHOCTH (1b st OCHOBHBIX METONOB, 2a/2b s

JOTIOJIHUTEJIBHBIX MEp).
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KommnekcHbli moaxoa kK npoduiIakTUKe, AUCIAHCEpU3aluud U peadbuivTalnuu
npu [TIA wurpaer KIHOYEBYHO pOJIb B YIYYLIEHHH IIPOTHO3a, CHW)XEHUU pHCKa
OCJIOKHEHHI ¥ MOBBIIIEHUN Ka4E€CTBA KU3HU MALIMEHTOB. DTHU MEPOIPUAITHUS BKIFOUAOT
BaKI[MHAIMIO, PEryJspHOe HaOII0/eHne, Jab0paTOPHBI W  WHCTPYMEHTAJIbHBIN
MOHUTOPHHT, a TAK)KE€ PEaOMINTAIIMOHHBIC MEPhI, TAKUE KaK (pU3HOTEpanus, JeucOHas
bu3KyIbTYpa, IUETOJOTHYECKAs MOIEPKKA U IICUXOJIOTHYECKasi TOMOIIIb.

1. Buasl npodunakTuku
IMpodpunakTuka HHPEKUMOHHBIX OCJT0KHEHHUM:
o Baknunanusa:
o BakuuHanms mpoTUB TpuIia, THEBMOKOKKa M renatuta B HeoOxommma
JUISL  CHIDKEHUS pHUCKa HWHGOEKIUH Yy TAlUeHTOB, MOJIYYarollux
MMMYHOCYIIPECCUBHYIO TE€PAITHUIO.
o IIpoduiaakruyeckue npoTuBOUHPEKIMOHHBbIE NMPENapaThl:
o Ha3nauenuwe TpuMeTonpuMa/cyibpamMeTokcazoja B MNPOPUIAKTUYECKHUX
7103ax JJIsl IPeI0TBPAICHHS THEBMOIIMCTHON THEBMOHUH.
IpoduaakTuka 0cj10KHEHUIT OCHOBHOTO 3200/1€BAHMSI:
o PaHHfASA IMATHOCTHKA M KOPPEKIUA JeHYCHHS:
o CBOEBpPEMEHHBIM KOHTPOJIb KIMHUYECKOTO COCTOSHHUSI, JaOOpaTOPHBIX U
MHCTPYMEHTAJIbHBIX MOKAa3aTeJIe MO3BOJIIET ONIEPATUBHO KOPPEKTUPOBATH
Teparnuio, MPEeAOTBpAIlasl PAa3BUTHE TKEIBIX OCJIOKHEHHH (Hampumep,
OBICTPO MpoOrpeccupyromero riaomepyiloHedppura win  AudPpy3Horo
aJIbBEOJIIPHOTO KPOBOTCUCHHUS ).
o KoHTpoab apTepuajbHOro 1aBjieHus U PYHKIIUN NMOYECK:
o IlprmMeHeHHe aHTUTHNEPTEH3UBHBIX CPEACTB JJISl 3aIIUTHl TIOYEK Y
NAlUEHTOB C BACKYJIUTOM.
2. Bunp!l nucnancepusanuu
PeryisipHoe HaO/I0aeHue (IUCIIAHCEPU3aU):
o IliaHoBbIe aMOyJIaTOPHBbIE BU3UTHI:
o PeryngpHble KOHCyJIbTalMM peBMarosiora, Hedposora, MyJIbMOHOJOra U
JIPYTUX Y3KOMPO(DHUIBHBIX CIEIUATUCTOB.
o JlaGopaTopHbIi MOHMTOPHUHT:
o Ilepmoamueckuii KOHTPOJIb 00MUX aHanu30B KpoBu, COD, CPb, dyHkiun
MOYEK, aHalu3a MOYM M CEPOJOTHUYECKUX TECTOB (HAlpuUMep, TUTPHI
AHIIA).
o MHHcTpyMeHTAJIbLHbIE HCCJIEIOBAHMS:
o Perynspuoe mnpoenenue KT merkux, ynbTpa3ByKOBBIX HCCIIEIOBAHUI
MPUAATOYHBIX Ta3yX HOCA M, MPU HEOOXOJIMMOCTH, MOBTOPHBIC OMOTICHH
JUTSI OIIEHKH TMHAMHKY 3a00JICBaHUSI.
3. Buasr peabunmuranum
dusuorepanus u jedeOHass GU3KYIbTYpa:
o JleueOHas pu3KyJbTYpAa:
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o YMepeHHble  a’pOoOHbIe  YIPAKHEHUS,  CIEHHAIbHbIE  KOMILJIEKCHI
YOpKHEHUW I YIy4YIIeHHs KpPOBOOOpAIIEHHS UM  YMEHbBIICHUS
MBIIIEYHOTO HAIPSHKCHUS.

o @uznoTepaneBTHYECKHE NMPOLENYPbI:

o Maccax, JpIXaTelbHbIC YNPAXXKHEHHS, HOra, a TakKKe HCIOJIb30BaHUE
METOJIOB, TaKUX KakK »DJICKTPOCTUMYJALMS U MarHUTOTepamusi Jis
yIydmieHus  (PYHKIIMOHAIBHOTO  COCTOSIHHUS  JISTKUX W CHWDKCHHS
BOCHIAJICHHUSI.

HyTrpuumosornyeckas nmoaaep:xxka:
o /Jluerosoruvyeckne peKOMeHIAMM:

o [lpuaepxxuBaTbCcsi MPOTUBOBOCTIAIIMTEILHON JMETHI, TAKOW Kak JMeTa IO
crtomy Ne5 wnm cpeau3eMHOMOpPCKas AWeTa, Ooratass aHTHOKCHIAHTaMH,
omera-3 JKUPHbIMU KUCJIOTaMH, CBEKUMH OBOILIAMHU U (PPYKTAMH.

lloxazamenvuas  6aza:  KiouHuueckue  UCCIEAOBAaHUSI  TMOJTBEPXKIAIOT,  UTO
¢duznoTepanus u cOATAHCUPOBAHHOE MUTAHUE MOJIOKUTEIHLHO BIUAIOT Ha KayeCTBO
’KU3HU MMAIMEHTOB C XPOHUYECKUMHU BOCTIAIUTEILHBIMU 3a00ieBaHusIMU. [loipoOHee Ha
NCBI: Diet and Inflammation
Ilcuxosiornyeckasi peaduauranus U 00pa3oBaTe/ibHbIE POrPAMMBbI:

o Ilcuxosornyeckas nomjaep:KKa:

o KoucynbTamuum 1micuxoJsiora, ydyacTde B TIpynmax TMOAACPKKUH U
MCUXOTEpanus JJisi CHWIKEHHSI CTpecca, CBS3aHHOTO C XPOHHYECKUM
3a00J1€BaHUEM.

o (OoOpa3oBaresbHbIE NPOTPAMMBI:

o OOydeHHe MaIMEHTOB METOJIaM CAMOKOHTPOJISL, COOIOACHHUIO peXrUMa

TTHS, TIPABWJIBHOMY TIPHEMY MEIMKaAaMEHTOB M MPO(QUIAKTUKE OCTOKHEHUM.
lloxazamenvuas 6aza: JlokazaHo, dYTO CTPYKTYpUpPOBaHHBIE OOpa3oBaTEIbHBIC
MporpaMMbl U TICUXOJOTHYECKash TOAJAEPKKAa CHOCOOCTBYIOT YIJIYYIIEHHIO OOIIEro
COCTOSIHUS u KauecTBa  KU3HM Yy  TAIMEHTOB C XPOHUYCCKUMHA
3aboneBanusimMu.llonpoouee va NCBI: Patient Education in Chronic Diseases

EULAR Recommendations for ANCA-associated Vasculitis Revised Chapel Hill
Consensus Conference.

[lpyHIIMTIBI ~ HUCMIAHCEPHOTO  MOHHUTOPUHTA  (MacCOBOM/WHIWBUYATBHON
NpO(QUIAKTUKN) AJIS MALUEHTOB ¢ TpanysiemMaro3oM ¢ nosuanruutom (I'TIA). Tabnuma
BKJIFOYAET OCHOBHBIE MEPOMNPUSATHS, UX KPATKOE OMHCAHHUE, PEKOMEHAYEMYIO YaCTOTY

(KOJ’II/I‘ICCTBO MCETOAOB HJIIM BU3UTOB B I‘OJI) U AOIIOJIHHUTCJIIBHBIC an/IMeanm[. 9TI/I
PCKOMCHAAIMKN OCHOBAHBI HaA COBPCMCHHBIX MC)I(I[YHapOI[HBIX IIPOTOKOJAX, TAKHUX KaK
EULAR Recommendations for ANCA-associated Vasculitis u Revised Chapel Hill
Consensus Conference Nomenclature of Vasculitides.
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Meponpustue

Onucaunue

Yacrora /
KomuuectBo

[Tpumeuanus|

Kpatkuii  ocMoTp
CIEIUATICTOB

OO01mui OCMOTD
CEMECHHBIM BpadOM;
OILICHKA COCTOSTHUS U
’Kano0;
KOHCYJIbTAIIHSI
Y3KOMPODUITBHBIX
CTIEITUAIICTOB
(peBMmarosior,
HedpoJIor,
MyJIEMOHOJIOT,
OTOJIAPUHTOJIOT,

o TanbMOJIOT) U
MeZICeCTep.

1 BU3UT KaxKIple 3—
6 MecsIIeEB

[Ipu  yxynpmeHuun
COCTOSIHUSA —
JOTIOJTHUTEIIbHBIN
OCMOTp

JlaGopaTopHbie
MCCJICIOBAHMUS

OO6mumii aHaIn3
kpoBu, COD, CPBh,
aHaJIM3 MOYHU, TECTHI
byHKITUU MOYEK,
CEPOJIOTHYECKUC
WCCIICTIOBAHUS
(Hanpumep,
OTIpE/ICIICHHE
AHIIA: PR3-AHIIA
u MPO-AHIIA).

4-6 wuccnenoBaHui
B rox (pa3 B
KBapTa)

[Ipu obocTpeHun —
IIPOBOJIUTH YaIle

NHcTpymeHTanbHbIE
METO/IbI KOHTPOJIS

Pentrenorpadpus/KT
JICTKHX, KT
MPUIATOYHBIX TMa3yX
Hoca, OKI; 1ipu
HEOOXOOUMOCTH  —
ouorcus
MOPaXEHHBIX
TKaHEH.

2-3 wucciaeqoBaHUs
B TOJI

JIOnOTHUTENBHO
npu  yXyJIIICHUH
COCTOSIHUS, pu
HEOOXOAUMOCTH

OTHU MepOoNpUATHS IPOBOJAATCS B paMKaxX AUCHAHCEPHOIO HAOMIOAEHUS, KOTOPOE

00ecreynBaeT CBOEBPEMEHHYIO KOPPEKTHPOBKY TEpamnuM, BBISBICHUE PELUJIMBOB U

HpO(i)I/IJ'IaI(TI/IKy OCJIOKHEHUM. I[OHOJ'IHI/ITGJ'IBHI)IG HWJIKX OI'paHUYMBAIOIINC MCCICAOBAHUA

Ha3HA4aroTCA IIpH
ITIOKa3aHUsAM.

YXYILIEHUH

2.1. MeToanb! 4 ciocoObI NPOGUIAKTHKH:
Heab npopuIaKTUKH Y NAMEHTOB ¢ TpaHyJeMaro3om ¢ nojauanruurom (I'TTA) B

COCTOsAHHA IMaoUMCHTAa HWJIM 110 KIMHHYCCKHUM

PaMKaX HAMUOHAJIBHOI'0 KIIMHUYIECKOI'0 IPOTOKOJIAa H CTaH}IapTHOﬁ HO30JI0I'nHn
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[Ipodunaktuka B koHTekcTe BeAeHUs: ['TIA urpaer kiro4eByrO pojib B KOMIUIEKCHOM

ynpaBieHud 3abosieBaHueM. OCHOBHBIE MEJd MNPOPUIAKTUYECKUX MEPOIPUSTUI

BKJIIOYarOT:

1.

IIpenoTrBpamenue penuInBOB U 000CTPEHUM:
I'TIA wumMeer XxapakTep pEUMIUMBUPYIOMIETO 3a00J€BaHUsA, IpPU KOTOPOM
00OCTpeHHUs] MOTYT MPHUBOJIUTH K HEOOpaTHUMBIM TOBPEXKIACHUIM >KU3HEHHO
BAXHBIX OPraHoB, TaKMX Kak MMOYKH U Jerkue. llpodumaktuueckue Mepbl
(mucmancepHoe HaAOIOEHHWE, PETrYJSPHBIE MOHHUTOPUHI JTAOOPATOPHBIX H
WHCTPYMEHTAJbHBIX  TOKa3aTesiel) TO3BOJISIIOT  CBOEBPEMEHHO  BBISABIIATH
NOBBIIIEHUE AaKTUBHOCTH BOCHAJIUTEIBHOIO IpoLecca W KOPPEKTUPOBATH
TEpanuio, YTO CHUKAET PUCK PELIUIUBOB U 00OCTPEHUIA.

CHMKeHHEe PUCKA 0CT0KHEHUI:

JliutenbHas UMMYHOCYIIPECCUBHASI TE€pamus, SBISIOMIASCS OCHOBHBIM METOJIOM
neyenust ['TIA, cBd3aHa ¢ MOBBIIIEHHBIM PUCKOM pa3BUTUS HH(PEKIHOHHBIX
OCJIO)KHEHHMI (Hampumep, TMHEBMOIMCTHOW ITHEBMOHUHU) M METa0OJIUYECKUX
HapylleHuid (TUNEpPIiIuKeMus, THUIepTeH3us, octeonopo3). IIpodunakruka
uHpeKuni (BaKUMHALUA, NPUMEHEHHE NPOTHUBOMH(EKIIMOHHBIX CpEICTB), a
TaK)K€ MEpbI 110 KOPPEKLHUU 00pa3a )KU3HU U MUTaHUs CIOCOOCTBYIOT CHUKEHHIO
ATUX PUCKOB.

Yiay4iieHue Ka4uecTBa )KU3HM:

Kommieke MeponpusThii, HapaBJICHHbIX Ha NPO(UIAKTUKY, JUCIAHCEPU3ALIUIO
1 peadunuTanuio (CoOI0IeHHE 3I0POBOTO 00pasa KU3HH, TPaBUIILHOE MUTAHUE,
peXuM JHS U CHa, (Qusnorepanus, ¢GUTOTEpanusi M ICUXOJIOTHYECKas
HOJJIepXKKa), MOMOTalT MalUEHTaM MOAJEPKUBATh (PU3UUYECKYIO aKTHUBHOCTD,
YMEHbILIATh YPOBEHb CTpPECCa U ylIydliaTh 00Iee CaMOYyBCTBHE. JTO MO3BOJISET
HE TOJIbKO 3aMEUINTh MPOTPEecCUpOBaHUE 3a00JI€BaHUs, HO U CHU3UTh HArpy3Ky
Ha MalMEeHTa, YIy4dlIasi ero KaueCTBO KU3HU.

OnTuMu3zanusa JJIMTEJIbHOI0 KOHTPOJIs 3200J1eBAHMA:

PerynspHoe aucnancepHoe HaONIOACHHE C MEPUOANYECKUMU 1a00pPaTOPHBIMU U
MHCTPYMEHTAJIBHBIMU HCCIEAOBAHUAMU I103BOJIIET KOHTPOJIUPOBATH AUHAMHUKY
3a00JIeBaHUs, BBIABIATH pPAaHHUE TPU3HAKKM OOOCTPEHHUS U CBOEBPEMEHHO
KOPPEKTUPOBAaTh JIEYEHHE. OJTO CHOCOOCTBYET COXPAaHEHHMIO PEMUCCUU U
MPEIOTBPALICHUIO HEOOPATUMBIX U3MEHEHUH B OpraHax.

JKOHOMHUS PEeCypPCOB 3IPABOOXPAHCHUSA:

[Ipodunaktuyeckue Mepbl CHOCOOCTBYIOT COKPAIICHHUIO YKCIa TOCIUTANIN3AIUH,
YMEHBIIEHUI0O  HEOOXOAMMOCTHM B OKCTPEHHBIX  BMEILIATEIhCTBAX U

b

CJICA0OBATCIIbHO, OIITUMU3AIIUN UCITOJIB30BaHUA MCAUITUHCKUX PCCYPCOB.

IIpodunaktuka B I'TIA HampaBiaeHa Ha CHHOKEHHE aKTHBHOCTH BOCIAJICHUS,

npeaoTBpamiCHUC PCOIUINBOB U OCHO)KHGHHﬁ, MoAACPKaHUuC CTaOMIILHOTO COCTOSIHUS

MMagyuCHTAa, YJIYUYIICHUC KadCCTBa JKU3HHW U ONTUMHU3AIHUIO JICHCHUA, YTO ABJIACTCA

Ba)KHEHIIICH COCTABIISIOIICH KOMIJIEKCHOT'O YHpaBJIICHUA JaHHBIM 3a00JI€BaHUECM.
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EULAR Recommendations for ANCA-associated Vasculitis u Revised Chapel Hill
Consensus Conference Nomenclature of Vasculitides.
Ipopuaakruka npu I'TTA — ocHOBHbIE MEPONIPUSATHS U TPEOOBAHMSI

FpaHy.]IeMaTOS C IIOJIMAHTHUHUTOM — TSIKCIIOC AYTOMMMYHHOC 3a6OJ'I€BaHI/Ie, JJIA

KOTOPOTO IMEpBUYHAsA MPO(UIAKTUKA B KJIACCUYECKOM NMOHMMAaHUU (TPEJOTBpAIlCHUE
BO3HUKHOBEHHUsI 3a00JIeBaHMS Yy 3J0POBBIX JIIOJEi) OrpaHWYeHa H3-3a CIOKHOTO
ATUOJIOTHYECKOTO0 XapakTepa. OJHakKO B paMKaX HAIllMOHAJIBHBIX KIMHUYECKUX
MIPOTOKOJIOB 0c000€ BHUMAHUE YJENSAETCSd MEPOINPUATUAM, HANpaBICHHbIM Ha
MUHUMH3ALUIO BO3AEUCTBYSI MOTEHIIMAIBHBIX TPUITEPOB U (POPMHUPOBAHUIO 370POBOIO
oOpa3a >XKM3HM Yy TPyl pHUCKA, a TaKXKe Ha MPOCBETUTEIbCKYIO paboTy cpenu
HaceneHus. Hruoke mnpuBenéH nepedeHb OCHOBHBIX MEPONPHUATHM 10 NEPBUYHOMN
npo¢unaktiuke B Ho3onoruu I'TIA, a Takke onucanue TpeOOBaHMM K ClieLMAINCTaM U
YCJIOBUS POBEICHUS TAHHBIX MEPOITPUATHM.

OcHOBHBIE MEPONIPUATHS IO NepBUYHON npodunaktuke npu [TIA:

1. Obpa3oBaTenbHbie © HHPOPMALMOHHbIC KAMIIAHWH:
o Meponpusitus:

« IlpoBeneHue ceMuHapoB, JIEKIMA U MHMOPMALMOHHBIX KaMIaHHM
Cpeau HacelleHUs U MEAMIMHCKOIO IMepcoHana o (akTopax pucka
pa3BUTHUSI ayTOUMMYHHBIX 3a00yieBaHuM, B ToM uncie ['TIA.

« Pacnpoctpanenune uHGOpPMAIMOHHBIX  OYKJIETOB MW  OHJANH-
peCypcoB, MNOCBALIEHHBIX  MPOPUIAKTUKE ayTOMMMYHHBIX
3a001eBaHUM.

o IeseBast aynuropus:

« Jronm, Haxondmuecss B Tpynmne pucka (Hampumep, ¢ CeMEHHOU
UCTOpHEN  ayTOMMMYHHBIX  3a0OJieBaHUl,  OMNpEIECIIEHHBIMU
HKOJIOTMYECKUMU WU TPO(HEeCCHOHATIbHBIMU BO3JICHCTBUSMHU ).

« MeaunuHckue paOOTHHMKHM, Ui MOBBIIIEHUS YPOBHS 3HAHUM I10
paHHeMy BbIsIBIeHHIO U ipoduiakTrke ['TIA.

o TpeboBaHuA K CIEIUATUCTAM:

« Bpauum oOmel mNpakTUKH, pPEeBMATOJOTM U  CHELHAIHUCTHI
OOLIECTBEHHOTO  3[PAaBOOXPAHEHUS C BBICIIMM MEAMIIMHCKUM
oOpa3oBaHHEM, OMBIT pabOThl HE MeHee 3—5 JIeT, yyacTue B Kypcax
MOBBILIICHUS KBATH(PHUKAIIH.

o MecTo 1 BpeMs IPOBEICHUSA:

« OOpazoBaTeibHbIE MEPONPUATUS TPOBOJATCA B MEAUIIMHCKUX
YUPEKACHUSIX, MOTUKIMHUKAX, a TAKKE Yepe3 OHJIalH-TUIaTPOpPMBI B
paMKax MOCTOSIHHBIX MTPOTPAaMM MOBBILIEHUS OCBEIOMIIEHHOCTH.

2. dopMuUpOBaHUeE 30POBOro 00pa3a KU3HMU:
o Meponpusitus:

« Ilponaranga oTkasa OT KypeHUsT W OTpaHUYEHUs NOTPeOICHUS

AJIKOT OJIA.
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« Buenpenue nporpamm puznyeckoit akTUBHOCTH (TJIAHOBBIE 3aHSTHS
ne4eOHOM (PU3KYIBTYpOd, pEKOMEHIAIIUHU TI0 YMEPEHHBIM a3pPOOHBIM
Harpy3kKam).

» Ilponaranga 3I0pPOBOTO NUTaHUs, OCHOBaHHOTO Ha
MIPOTUBOBOCTIAJIUTENBHON AUETE (HAIPUMEpP, PEKOMEHIAIUU JIUEThHI
1o ctosty NeS win cpeIlu3eMHOMOPCKOM JTUETHI).

o IleneBas ayauropus:

« Hacenenue, 0coO€HHO JMIIA C TOBBIIICHHBIM PHUCKOM Pa3BUTHS

ayTOMMMYHHBIX 3a00J1€BaHUN.
o TpeboBaHusA K ClIeIUATUCTAM:

« Jluetonoru, (Qu3MOTEpaneBThl, Bpauun OOIIEH MPAKTUKUA U
PEBMATOJIOTH, MPOIIECIIINE CHEUAIU3ALUI0 B COOTBETCTBYIOIINX
00JacTsX.

o MecTo 1 Bpemsi IPOBeIeHUS:

« [Iporpammbl mpoBOAATCS B MOJUKIMHUKAX, CHEUATU3UPOBAHHBIX
MEJUIIMHCKUX IIEHTpaxX MW uepe3 oOpa3oBaTeNbHbIE OHJIANH-
1aT(GOPMBI.

3. BaknuHanusi ¥ UMMYHU3AIUA:
o Meponpustus:

« Baknunanuss mpoTHB TpuIlia, MHEBMOKOKKa W Tematuta B mis
CHWKEHUSI pUCKa MH(PEKIIMOHHBIX OCJIOKHEHUW Yy JII0JIel, 0COOEHHO
T€X, KTO MOXET ObITh OJIBEP’KEH UMMYHOCYIIPECCUBHON TEPAMHH.

o IleseBas ayauropus:

« Jlromnu w3 Tpynm pucKa, a TakKe MNalMEHThl, HaxOIsUIMecs B

HAYaJIbHOW CTaJNH BBISIBJICHUS ayTOUMMYHHBIX 3a00JI€BaHUM.
o TpeboBaHUA K ClIEIHATUCTAM:

« Bpaun-uHGEKIMOHUCTEI M CHEUHAIUCTHI O HWMMYHOJOTUHM C

MOATBEPKAECHHOMN KBanu(pUKaIuen.
o MecTo 1 BpeMs NPOBeICHUS:

» BaknuHanus ocymiecTBISETCS B MOJUKIMHUKAX W MEIUIMHCKHAX
[IEHTpaxX COrJlacHO TpaduKy BaKIMHAIMK, PEKOMEHJIOBAHHOMY
MUuHHCTEPCTBOM 3paBOOXPAHEHMUS.

EULAR Recommendations for ANCA-associated Vasculitis NCBI: Diet
and Inflammation

O6001EHHOE 3HAYeHHE NPODUTAKTUYECKUX MEPOTPUSTHIA:

ens mnpodunaktuku npu [TIA 3akmrodaercss B CHIDKCHHH BEPOSITHOCTU
BO3HUKHOBEHHUSI (DaKTOPOB, CIHOCOOCTBYIOLIMX Pa3BUTHIO ayTOMMMYHHOI'O Mpoliecca,
yIy4IIEHUH OOILEro COCTOSHUS 370pPOBbsl Yy TPYIN pHUCKA U  MOBBILIECHUU
OCBEJIOMJIEHHOCTH KaK CpEIu HAaCEJEHMs, TaK U CPEeId MEIULUUHCKUX CIECLHATUCTOB.
OTU Mepbl CIMOCOOCTBYIOT pPaHHEMY BBISBICHHMIO 3a00J€BaHUS, MUHMMH3ALUU €rO
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TSOKECTH U YMEHBIIEHUIO PUCKA Pa3BUTHUSI OCJIOXHEHHH, 4TO B MTOre MPUBOJUT K
YIJIYYILIEHUIO TIPOrHO3a U Ka4eCTBa )KMU3HU MAIlMEHTOB.
O030p CKpUHHHIA JJIA PaHHEr0 BbISIBJICHUS TPAHYJIEMAT03a C MOJUAHTHHUTOM
(I'TTA)
MeToabl CKPUHMHIA M KOHTUHI€HT:
o Kunnun4eckasi oneHka:
o COop amamHe3a, BKIIOYas >KajgoObl Ha XPOHWYECKHH PHUHUT, HOCOBBIE
KPOBOTEUEHHUS, Kalllellb, OJBIIIKY, HM3MEHEHHUS B MOYE€, CHUCTEMHBIC
CUMIITOMBI (JIMXOpajiKa, MOTeps Beca).
« JlaGopaTopHble uccIe0OBAHUS:
o Ormnpenenenne OcHOBHBIX MapkepoB Bocnainenus (COD, CRP) wu

CEpOJIOTMUECKUX TECTOB, B IEPBYIO O4YEpENb — OINPEICIICHUE YPOBHS
aHTUHEHUTPO(PHIIbHBIX LUTOIUIa3MaTudyeckux anturen (AHIIA, ocobGeHHo
PR3-AHIIA).

o MHHcTpyMeHTAJIbHBIE UCCJICIOBAHMS:
o Pentrenorpaduss wim KT Jerkux W NOpUIATOUYHBIX Ta3yX Hoca IS
BBISIBIICHUS XapaKTEPHBIX CTPYKTYPHBIX U3MEHEHUM.
KOHTHHIeHT /151 CKpMHHUHTIA:
CKpUHMHT TPOBOJUTCS y MAIUEHTOB C MOJIO3PUTEIbHBIMU CUMIITOMAaMH, TAKUMH KaK:

o XPOHHUYECKHI HACMOPK, PUHUT, HOCOBBIE KPOBOTEUYEHUSI, SI3BbI CIIM3UCTON HOCA.

o XPOHHUYECKHI Kalll€Jb, OJIBIIIKA WA T€MOIITHU3.

o IlpusHaku moueyHOro mopakeHus (remarypusi, IPOTEUHYpPUs) U TOBBIIICHHbBIC
BOCHAJIUTEIIbHBIE MAPKEPBI.

o [IlammenTsl ¢ cemMelWHOM HCTOpPHEH AayTOMMMYHHBIX 3a00JICBaHMM  WITU
BACKYJIMTOB.

MecTo 1 Bpemsi IPOBEACHUA:

o MecTo: aMOynaTOpHbIC MOJUKIMHUKH, TMEPBUYHBIE MEIUIIMHCKUE YUPEKICHUS
WY CHEUAATU3UPOBAHHBIC LICHTPHI.

o Bpems: Ilpu mnosiBIeHMH NEPBBIX CUMIOTOMOB WM B pPaMKax IIJIAHOBOTO
oOcne0BaHus MAIMEHTOB, OTHOCSIIINXCS K TPYIINE pUCKa.

CneunanaucrTol, NPOBOASIINE CKPUHUHT:

o CemeiiHble BpauM W TepameBThI: OCYIIECTBISIOT MEPBHYHBIN OCMOTp, COOp
aHaMHe3a ¥ Ha3Ha4YeHHE 0a30BbBIX JIAOOPATOPHBIX MCCIICIOBAHUM.

o PeBMarosiorm: npu oOHapyXEHUU MOAO3PUTEILHBIX PE3YyJbTAaTOB (HAMpPUMED,
nosioxkutenbHbpld TecT Ha AHIIA) mpoBoasT Ooljiee NETAIBHYIO OICHKY H
HaIpaBJISAIOT MAMEHTA HA JOMOJHUTEIbHBIE UCCIICIOBAHUS.

o JIOP-cmeumajgucrsl W He(PpoOJIOTH:  TPHUBJIECKAIOTCS  NOPU  HAUIMYUU
crienuuIecKor CHMIITOMATHKH TTOPAKEHHSI HOCOBOM TIOJIOCTH U MOYEK.

TpeOoBaHus K MeIUIIMHCKOMY IIEPCOHATY:
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e CemeiliHbie Bpa4uM U TepaneBThbl JOJDKHbBI MMCTb 0a30BbIE€ 3HAHUS B 00JIACTH
AYTOMMMYHHBIX 3a00JIEBAHUA U OIIBIT PAHHCTO BbBIABJICHHA CHCTCMHBIX
I1aTOJIOTHH.

o PeBMarojiorm 10/DKHBI UMETh NpouIBLHOE 0O0pa3oBaHHE, IMOJATBEPKIAEHHOE
JUIIIIOMOM H CCpTI/ICI)I/IKaTaMI/I ITOBBIIIICHU A KBaJII/ICbI/IKaLII/II/I, a TaKXE€ OIIbIT
BCACHUA ITAIIUCHTOB C BaCKyJII/ITaMI/I.

o JIOP-cmenmanucToel W He(dpPoOJIOrH 0053aHbI HUMETh CIEIUATU3UPOBAHHOE
O6paBOBaHI/I€ J5! HpaKTI/ILIeCKI/If/'I OIIBIT B OLICHKC 3200JIEBaHU M COOTBCTCTBYIOIIHUX
CUCTCM.

EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides

Bropuynasi mpouiakTHKa HanpaBieHa Ha paHHEE BBISBICHUE OOOCTPEHH U
MpPEAOTBPALICHUE  OCJIOXHEHUH  IOCPEACTBOM  PETYJSIPHOTO  JIUCIIAHCEPHOTO
HAOMOeHUsI. OTH MEPOMPHUITHS BKIIOYAIOT PETyJspHbIE KIMHHYECKHE OCMOTPHI,
7a00paTOpHbII ¥ MHCTPYMEHTAJIBHBIM  KOHTPOJb, a TakkX€ KOHCYJbTalluU
y3KONpO(QUIbHBIX clienuanucToB. OHM MOMOralOT CBOEBPEMEHHO CKOPPEKTHPOBATH
TepaneBTUYECKU IJIaH ¥ NOJAEPKUBATh PEMUCCHUIO, MUHUMU3UPYS PUCK yXYIICHUS
COCTOSIHHSI.

Tpernunass npodpuiaakTuka (peabwinTanys) HampaBieHa HAa BOCCTAHOBJIECHUE
(GYHKIIMOHATBHOTO ~ COCTOSIHMS ~ TAllMeHTa, TMOBBIMIEHWE KadecTBa JKU3HH U
NpenynpexaeHne AalbHEHIINX peuuanuBOB. PeaOuiauTalmoHHBIE MEPONPUATHS
BKJIIOYAIOT  JIe4yeOHY0  QU3KYyIbTYpy,  (U3HMOTEpANeBTUUECKHE  IPOIEAYPHI,
JIUETOJOIMYECKUE PEKOMEHIAIMU U TCUXOJOTHYECKYI0 MoaaepkKy. OHU IpOBOAATCS
MocJie CTa0WIM3alid OCTPOTO JTama 3a00JeBaHUS U CIOCOOCTBYIOT YIIYYIIICHHIO
OOLIEro COCTOSHUS MalUEeHTA.

2.2. Meroabl peadMJuTANNM U JICYCHUSA:
Heab peabuiauranuu npu rpanyJjemarose ¢ nojuanruurom (I'TTA)

PeaOunuTaliuoHHble MEpONpPUATHS, BKIIOYEHHBIE B HALMOHAJIBHBIM KIMHUYECKUI
npotokon u cra”naptel i I'TIA, HanpaBieHbl Ha KOMIUIEKCHOE BOCCTAHOBJICHUE
GbyHKIUI OpraHu3Ma, IpenynpekaIeHue OCIOKHEHUN UM YIy4dllIeHHEe KadecTBa >KU3HU
nanueHToB. OCHOBHBIE 1IEJTU peadMINTalluU BKIIOYAIOT:

1. IotHoe wW/MIM YacCTHYHOE BOCCTAHOBJICHHE HAPYIIEHHBIX (YHKIUH
NMOPa:KEéHHOr0 OpPraHa WJIH CHCTeMbl, JH00 KOMIICHCALMS YTPa4YeHHbIX
(pyHkuumi.

IIpu I'TIA yacto HaGmoAarOTCA MOBPEXACHUS Jerkux, novyek, JIOP-ctpykryp u
Apyrux  cucteM.  Peabunuramusi  HampaBlieHa  Ha  BOCCTAHOBJICHHE
(GYHKIIMOHATBHOM CTIOCOOHOCTH ATUX OPTaHOB TTOCPEICTBOM:
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o ®usnorepanuu (neueOHass (QU3KYJIbTYpa, IbIXaTEJIbHBIE YIPAXKHEHUS,
Maccax, hora) uisl yJaydllleHus paloThl JErKUX M TOBBILICHUS OO0IIeH
(u3HUeCcKOoil BBIHOCIUBOCTH.

o Hyrpumnmonornueckoi moanepkKKA U JUETOTEpanuu  (Hampumep,
PEKOMEHAAIMU TUETHI 1O CTOIY NeS miu cpean3eMHOMOPCKOMN JUEThI) AJIs
KOPPEKIIMA META0OJIMYECKNX HAPYIMICHUWA W YIYYIICHUS COCTOSTHHS
MMMYHHOU CHUCTEMBI.

o PereHepaTMBHBIX METOAOB, MO3BOJSIOIMIMX YAaCTUYHO BOCCTAHOBUTH
GyHKUIMM TMOpaXEHHBIX TKaHEW. OTH MEPOIPUSITUS  CIIOCOOCTBYIOT
YIYYHIEHUIO KayeCcTBA KWU3HU M MOTYT KOMIIEHCHPOBAaTh yTPAadyCHHBIE
(GYHKIMU, CHUXKAST PUCK BOZHUKHOBEHUSI XPOHUYECKUX OCIIOKHEHUM.

2. CoxpaHeHue (YHKIUH OpPraHm3Ma B HCXOJ€ OCTPOro MNATOJOIMYECKOro
npouecca.
B ycnoBusix octporo o6octpenusi I'TIA, xkorma umeercss puck HEOOpaTHUMBIX
MOBPEKJIECHUM KU3HEHHO BaXKHBIX OpPraHoB (Hampumep, TMpU  OBICTPO
IpOrpeccupyronieM riaomepyioneppure win audQy3HOM  anbBEOIIPHOM
KPOBOTEUEHUH ), PEaOUITUTAIIMOHHBIC MEPOTIPUATHS HAMPABIICHBI HA:

o CBOEBpeMEHHOE CTAOWIM3UPOBAHUE COCTOSHUS TAlMEHTa MOCPEICTBOM
WHTCHCUBHOW Tepanuu (HampuMmep, BBICOKOJI030BbIC TITFOKOKOPTUKOU/IBI,
MMMYHOCYIIPECCUBHBIE TpenapaThl) ¢ MOCIEAYIOIIMM BOCCTAaHOBJIECHUEM
(yHKUUN TOCPEICTBOM PeadMIIMTAlMOHHBIX TPOrPAMM.

o TlOCTOSIHHBINT MOHUTOPHUHT M KOPPEKLMIO TEpPaluU C IEIbI0 COXPaHEHUS
OCTaTOYHOM (YHKIIMM OPraHoOB, YTO TMO3BOJISIET M30€XaTh mepexoja B
XPOHUYECKYIO CTAIUIO C HEOOPATUMBIMU N3MEHEHHSIMHU.

OTU Mepbl CHOCOOCTBYIOT MOAECPKAHUIO >KU3HEHHO BAXHBIX (DYHKIIHIM
OpraHn3Ma Ja)Ke B YCIOBHUAX OCTPOTO BOCHAIUTEIBLHOTO MPOLECCa.
Revised Chapel Hill Consensus Conference

3. llpopunakTuka, PpaHHAS JHATHOCTHKA M KOPPEKUHs BO3MOKHBIX

HapyueHuil GyHKIU OPranoB u/win cucrem, nopasxkaemnoix I'TTA.
OcHOBHOI 3amauel JHUCIAHCEPHOTO HAOMIOEHUS W  PeadMIMTAIMOHHBIX
IpOrpaMM SIBIISIETCSL:

o PanHss nuarHocTHKa OOOCTPEHUM WM PEIUAMBOB 3a00JIEBaHUS Yepe3
perynsipHoe npoBenenue tadoparopasix (OAK, CO3, CRP, ananu3 mouw,
CEpOJIOTMYECKUE  TECThl) UM  HMHCTPYMEHTAJIBHBIX  HMCCJIEJOBaHUMN
(pertrenorpadus, KT  nerkux,  yiabTpa3ByKOBOE  HCCIEIOBaHUE
NPUAATOYHBIX MTA3yX HOCA).

o CBOeBpeMEHHass KOPPEKLHS Tepaluh NpPU BbIABICHUU YXYIIICHUS
GyHKIIMM TOpakEHHBIX OPraHoOB, YTO TO3BOJSET CHU3UTH PHUCK
OCIIO)KHEHHUH ¥ 00ECTICYUTh ONITUMAILHOE JICYCHUE.

o Opranmzanus  00pa3oBaTENbHBIX  MPOTPaMM,  HAMpaBICHHBIX  Ha
NOBBIIIEHUE OCBEAOMJIEHHOCTM NALMEHTOB O METOAaX CaMOKOHTPOJI,
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npo(UIaKTUKE OCJIOKHEHUH W COOJIOAEHMM PEKOMEHAALUN Mo 00pasy
KU3HHM, UYTO  SBISIETCS  BAXKHBIM  JJIEMEHTOM  WHAUBUIYAJIBHON
PO UIAKTUKHY.

Takoll KOMIUIEKC MEp IO3BOJISIET CBOEBPEMEHHO BBIABIATH HAPYIICHHUS
(YHKIIMI OpraHoOB M KOPPEKTUPOBATH JICUCHUE, YTO SIBISIETCS KIIIOYEBBIM
JUTSI CHHDKEHHSI pUCKA Cepbe3HbIX ocnoxHeHuit nmpu ['TIA.

Peabuwnuranus u npodunaktuka npu ['TIA BKII0OUarOT MEpONpUATHS, HAIIPaBJICHHbIE Ha
IMIOJJHOC MM YaCTH4YHOC BOCCTAHOBJICHHUC YTPAUCHHBIX q)YHKHHfI, COXpPaHCHHUC
(I)YHKHI/IOHI/IPOBaHI/I}I JKU3HCHHO BAXHBIX OPraHOB B YCJIIOBHUAX OCTPOIr'O BOCIIAJICHHUA, a
TAK)KC HA PAHHIOIO AUAIHOCTUKY M KOPPCKIHIO HapymeHm”I. ot MCPBI ITO3BOJIAIOT
YIIYHIIUTH Ka4YCCTBO KHU3HHU MallUCHTOB, CHU3HUTD pI/ICK pCHI/II[I/IBOB 51 OCJIO)KHCHHﬁ, n
ABIIAKOTCA HGOTT:GMJ'ICMOfI YaCThIO KOMIIJIICKCHOI'O BCACHUA 3a6OH€BaHI/IH B paMKax
HAallMOHAJIBHBIX KIMHHUYCCKUX HpOT OKOJIOB U CT aHI[apTOB.

EULAR Recommendations for ANCA-associated Vasculitis

Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides

YayulieHne Ka4vecTBa KM3HHM, COXPAaHEHHE TPYAOCIHOCOOHOCTH W COLMAIbHAA
HHTErpanus nanueHTa B pesyabrare peaduanranuu npu I'TTA
Peabuuraiinonupie MeponpusiTus Mpu rpanHynemaroze ¢ noguanruutom (I'TIA)
SBJISIIOTCSL HEOTHEMJIEMOM YacThIO KOMIUIEKCHOIO JICUCHHSI M HaIpaBJICHbl Ha
yIIydllleHHe (PU3UYECKOro, SMOIIMOHAIBHOTO U COIMAJIBHOIO COCTOSIHUSI TAIlMEHTA.
Hwxe mnpuBeneHbl OCHOBHBIE aCIMEKThl, OTPAKAIOIIME TMOJIOKHUTEIBHOE BIIHSHUE
peaduIUTaIIUN:
1. YiaydiieHue KauecTBa )KU3HM:

PeaOunuranmonHple  MporpaMMbl  BKIIIOYAIOT  JIEYEOHYIO  (UBKYIBTYDY,

bu3noTEpaNUio, MacCaX, AbIXaTeJIbHbIC YIIPAKHEHUS U 3aHATHUSI HOTOM, KOTOPHIE

CIIOCOOCTBYIOT:

o CHMKEHUI0O CUMITOMATHKH: YJydiiaeTcss (PyHKUMS JIETKUX, MOYEK M
JIPYTUX OPraHoOB, YTO MPHUBOJUT K YMEHBIIECHUIO YCTaJIOCTH, 00U H
CUCTEMHBIX CHMIITOMOB.

o JMOUMOHAJBLHOMY Osaromosayumnio: Ilcuxonoruueckas nOIIEpKKA U
ydacThe B TpYyINax MOJJACPKKA TOMOTAlOT CHU3UTh CTpecC |
TPEBOXKHOCTh, CBSI3aHHBIC C XPOHUUYECKUM 3a00JICBAHUEM.

o OO0memy camouyBCcTBHIO: KOoMmIIIEkC Mep MO3BOISAET MAIMEHTY OUIYIIATh
cebss Oonee aKTUBHBIM W CAMOCTOSITEIBHBIM, 4YTO IOJIOKUTEIBHO
CKa3bIBAETCS Ha €ro Ka4eCTBE JKU3HHU.

OTu MepomnpusTHs JO0Ka3adun CBOKO J(P(EKTUBHOCT, B CHIKEHUU YPOBHS
BOCIIAJIUTEIHHBIX MAPKEPOB U YIYUIICHUU (PYHKIIMOHAIBHBIX MOKa3aTeNiel, u4To
orpaxkeno B EULAR Recommendations for ANCA-associated Vasculitis.

2. CoxpaHeHue TPYAOCHOCOOHOCTH:

80


https://www.eular.org/
https://pubmed.ncbi.nlm.nih.gov/23418895/
https://www.eular.org/

PeaOunuranusi  HampaBlieHa  Ha  BOCCTAHOBJIEHHME M NOJAJEp)KaHHE
(YHKUIHMOHATBHBIX BO3MOXXHOCTEW OpraHu3Ma, 4YTO SBISETCA KPUTUYECKU
BXHBIM JUUII  COXpaHEHUsI TpyaocnocoOHoctu. [Iporpammbl  seueOHOM
(GU3KYIBTYPBl U UHANBUIYAbHBIE TPEHUPOBKH MIOMOTAIOT:

o BOCCTaHOBUTH MBIIIEYHYI0 CWJIY H BBIHOCJIMBOCTH: YIIy4IlIaeTCs
CIIOCOOHOCTH BBITIOJIHATH MPO(ecCHOHANBbHBIE 00SI3aHHOCTH.

o CHM3UTH PHCK Pa3BUTHA HUHBAJWAUZMPYIOIIMX  COCTOSIHHMIA:
PerynspHspiil KOHTPOJIb U KOPPEKLHS TEPAMUU MO3BOJIAIOT MPEAOTBPATUTH
YXYIUIEHUE COCTOSIHUS, YTO SIBJISIETCS 3aJI0TOM MPOJOJDKEHHS TPYAOBOM
NEATEIIBHOCTH.

o I[ongep:kaTh  NCHX0IMOUMOHAJIBbHOE  cocTosiHMe:  Peabunuranus
CIIOCOOCTBYET YJYUYIICHUIO HACTPOCHHUS M MOTHBALlMM K aKTUBHOMU
YKU3HEHHOM TTO3ULIHH.

[TonoOHBIE  MOAXOJBI  MOJJEPKUBAIOTCA  JAHHBIMH  OOCEPBAllMOHHBIX
HCCIICIOBAHUN M MEXIyHapOJHBIMU CTaHAapTamMu (YpOBEHb J0Ka3aTEIbHOCTH
2a/2b), uro noaTeepxkaaetcs pekomennanuamu EULAR.

3. CoumajibHasi MHTerpanus:
PeaOunuranus Takxke BKIIOYAET 00pa30oBaTEIbHBICE W COIMAJIbHBIE MPOTPAMMBI,
HalpaBJICHHBIC HA:

o WudopmupoBanue u oO0yuyenue mnamueHToB: (OOpazoBaTeIbHbIE
CEeMHUHApbl, WHAUBUIyAIbHbIE KOHCYJIbTAlMM ©  HWH(OOPMALMOHHbBIC
MaTepualibl MOMOTaloT Mal[MeHTaM JIydllle TOHUMAaTh CBOE 3a00JieBaHUE U
METOJbI €T0 KOHTPOJISI.

o YuacTHe B COHNMAJBHBIX M KYJbTYPHbIX MeponpusaTusx: [loggepxka
COIIMAJIbBHOW aKTUBHOCTH CIIOCOOCTBYET UWHTErpallid TaIMeHTa B
00I1IeCTBO, YJY4YIIIA€T €ro TMCUXOJOTUYECKOE COCTOSIHUE U CHHUXKaET
M30JIAIUIO, CBSI3AHHYIO C XPOHUUYECKUM 3a00JIEBaHUEM.

o Ilogmep:kka TpyaoBoil ajgantanuu: PeaOuauTallMOHHBIE MPOrPAMMBI
YacTO BKJIIOYAIOT KOHCYJBTAIMKU O BOMPOCAM APrOHOMHUKHU U aJamnTalyu
pabouero MecTa, 4To MOMOTaeT MaIMEHTaM COXPAaHSITh TPYAOCIOCOOHOCTh
U YCIICIITHO UHTETPUPOBATHCS B pabOUyI0 Cpey.

OTU KOMIUIEKCHBIE MEPHI CIIOCOOCTBYIOT HE TOJIBKO YIYUIIEHUIO KaueCTBA KU3HU, HO U
MO/JICPKAHUIO0 CITIOCOOHOCTH K CaMOOOCIY)KMBAaHUIO M COLHUAIBLHON aKTUBHOCTU Y
nanueHToB ¢ ['TIA.

EULAR Recommendations for ANCA-associated Vasculitis u Revised Chapel Hill
Consensus Conference Nomenclature of Vasculitides.

3. Ilokazanus Kk TpeM BHAaM NPOPUIAKTHKH WIN peaduiauranuu (YTOUYHAKTCH B
3aBHCUMOCTH OT PO HJIA)
3.1. Kpurepuu onpeaeneduss BuaoB npopmiakruku ITIA (Ha ocHoBe

JA0KA3aTeJIbHOW MeIUIIMHbI)
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B pamkax poka3areinbHOM MEIUIMHBI U MEXKIYHAPOAHBIX CTAHIAPTOB MPOQUIAKTHUKA
rpanynemarto3sa ¢ noauanruutoM (I'TIA) nogpaszaensercs Ha TpU YPOBHSI:

ITepBuuHasi npouIakTHKA:
HanpasieHa Ha CHM)KEHUE BEPOSITHOCTUM BO3HMKHOBEHMS 3a00JICBAHUS y TPy
pucka. Ilockonbky ITIA sdBisieTcss peaKUM ayTOMMMYHHBIM BacKyJIUTOM,
MacCOBBbI CKpPUHHMHI HE HpuUMeHseTcsl. OCHOBHBIE MEPONPHUATHS BKIHOYAOT
oOpa3oBaTeNpHbIE IMPOTrPpaMMBbl, MpoMHaraHay 3J0pOBOro 00pas3a JKW3HH,
BaklMHALMIO (MPOTUB TpuUIINa, IHEBMOKOKKa, rematuta B) u cHukeHue
BO3/ICHCTBUSI KOJIOTHYECKUX (PaKTOPOB.
Kpurepuu 1uisi nepBUYHON NPOPUIAKTHKM:
o Hamnume @QaxTopoB pucka (ceMeliHas HCTOpUS AyTOMMMYHHBIX
3a00JIeBaHUH, NITUTEILHOE BO3/ICHCTBUE BPEIHBIX ar€HTOB).
o OOpa3oBarenbHbI YPOBEHb 1 HHPOPMHUPOBAHHOCTH HACEIECHHUS.
o IlpoBegenue mnpoUIAKTUUECKUX MPOrpaMM Ha YpPOBHE NEPBUUYHBIX
MEIUIUHCKUX YUPEKICHHM.
Hcrounnk: EULAR Recommendations for ANCA-associated Vasculitis
Bropuuynas npodguiakTuka:
HanpaBnenHa Ha paHHEe BBIBICHHE U MPEJOTBpaLICHHUE OOOCTpEHHH Yy

MAIMEHTOB C YCTAHOBJIEHHBIM nuardo3om ['TIA.
Kpurepuu Bropu4Hoi NpoGUIaKTUKH:

o PerynspHoe paucnaHcepHoe HaOIOJeHUE (€KEKBAPTAJIbHBIC BHU3UTHI,
71a00paTOPHBINA U HHCTPYMEHTAIbHBI MOHUTOPHHT ).

o PaHHSAS JMarHocTMKa pEUUIMBOB WM  IOBBIMIEHUS  aKTUBHOCTHU
BOCHIAIMTENbHOTO Tiporiecca (mosbiieHHsie COJ, CRP, nunamuka TUTPOB
AHIIA).

o Ha3nauenue mnpouIaKTUUECKUX MPOTHUBOUH(PEKIUOHHBIX MEPOMPUATUI
JUISl CHVDKEHHSI PUCKA OCJIIO)KHEHUN ITPU UMMYHOCYTIPECCUBHOW TEPAIIHH.
Hcrounnk: Revised Chapel Hill Consensus Conference

Tpernunast npopuiaakTuka:

CocpenorodueHa Ha peaOWIMTAIIMK, BOCCTAHOBJICHMM YTPAuy€HHBIX (DYHKIMH |
COI[MAJIbHOM MWHTErpalMyd TalWeHTOB, a TaKXke Ha MPEIOTBPALICHUN
MHBAIUAUZUPYIOIIUX MOCIEACTBUM.

Kpurepuu TpeTu4HOi NPpOPUIAKTUKH:

o OIleHKka  OTpaHUYCHHM  KU3HEACATEIBHOCTH C  HCMIOJb30BAHUEM
MEXIyHApPOJHBIX IIKaJI, TaKUX Kak MexayHapoaHas Kiaccudukarus
GbyHKUHOHUPOBaHUs, MHBaIUAHOCTH U 310poBbi (ICF) ot BO3.

o Pa3paboTka MHIWBHUIYAIBHBIX PEAOUIUTAIMOHHBIX MPOTPAaMM HAa OCHOBE
OLIEHOK (bU3UYICCKOH, MICUXO03MOIIMOHATLHOU 51 COLMAJIbHOM
(GYHKIIMOHATLHOCTH.

o Opranuzanus peaOWIUTAIMOHHBIX W  00pa30BaTENBHBIX IPOTPaMM,
HaIpaBJICHHBIX HA BOCCTAHOBJIEHUE (PYHKIMOHAIbHBIX BO3MOKHOCTEH U
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yﬂquHCHﬂe KadyeCTBa KXU3HU.
HUcrounuk: WHO International Classification of Functioning, Disability
and Health (ICF)

3.2. Kpurepumu omnpeaesjieHusi 3Tana u 00béMa peadMJINTANMOHHBIX MEPONPUSITHIA

npu I'TTA

Jlist onpenenenuss o0béMa M 3tana peadbunuranuu y nanueHToB ¢ ['TIA ucnonb3yrorcs

CJIEIYIOIIUE KPUTEPHUH:

o OneHka pyHKIIHOHAJIBLHOIO CTATYyCA:

o

o

Hcronp3oBanne  mkaax w3 MeXAyHapoaHOH  KiacCU(UKAIUU
byHKIIMOHUpOBaHUsA,  WMHBaMMAHOCTH ®W  370poBbs  (ICF)  ms
KOJIMYECTBCHHOM OICHKH OTpaHUYCHUI )KU3HEICATCITLHOCTH.

[IpumeHneHrne BadMAMPOBAHHBIX WHCTPYMEHTOB, Takux Kak Health
Assessment Questionnaire (HAQ) wiu aHamOrW4uHbBIX, JJIs ONpEeTeHUs

CTETICHU OTPaHUYCHUS (PU3NUECKON aKTHBHOCTH U CAMOCTOSITCIIbHOCTH.
HUcrounuxk: WHO ICF

o JTanbl peadMJIUTANNM:

@)

HavanbHbiii 3Tan (akTUBHAA Qa3a peadUIUTAIINN):

Haunnaercs cpa3y mnocine cTaOWiau3aluyd OCTPOTO  BOCHAIMTEIBHOTO
Mpoliecca,  HampaBlI€H  HAa  BOCCTAHOBJEHHE  (PYHKUMOHAIBHBIX
BO3MO’KHOCTEI OPraHOB U CHUYKEHHUE CUMIITOMATUKH.

Cpennnii yram:

Bxirouaer peryJsipHbIe 3aHATUA ne4eOHon (U3KYIBTYPOH,
(¢u3noTepaneBTUUYECKUE MPOIEAYpPbl, JAUETOJOTHYECKYI0 MOMIEPKKY U
IICUXOJIOTUYECKYIO peadUIUTaLHIO. Lenp — IIOCTENIEHHOE
BOCCTAHOBJICHHE YTPAUCHHBIX (DYHKUMHN U yIydllleHHE KayecTBa KU3HU.
3akiouuTeNbHbIN 3Tan (noaaepxxuBammas ¢asza):

HampaBnen Ha coxpaHeHuE€ TOCTUTHYTBHIX pe3yJbTaTOB, MPEAOTBpPALICHUE
PELUUAMBOB U UHTETPALIMIO MMALIMEHTA B TPYIOBYIO U COL[MANBHYIO KU3Hb.

o Omnpenenenue 00béMa MepPONIPUATHIAL:

@)

O0bEM  peaObUIUTAIMOHHBIX ~MEPONPUSITHI  OMPENEISIETCS  CTENEHBIO
HapyuieHus: (YHKIMOHAJIBHBIX TIOKaszarened (Hampumep, CHIDKCHHE
YpOBHS GU3MUECKONW aKTUBHOCTH, YXYAIICHUE (PYHKIIMOHAIHHOTO CTaTyca
no mkane HAQ) u nunamukoit nokasareneit ICF.

[InanupoBaHWe WHAWBUAYAJIBHOW IPOTPAMMBI C YYETOM PETYJISPHOTO
MOHHUTOPHUHTA: IIEpBOHAYATBHBIC HHTEHCUBHBIC CECCUU (E©KEHEICITHHO WU
JIBa paza B HEJENI0) B TepBbie 2—4 Hemenu IMocje CTaOMIM3alliM, 3aTeM
MOCTENICHHOE CHIDKEHHE YacTOThl JI0 TOJJSPKUBAIONIETO  YPOBHS
(exeMeCsYHO WA KaxJble 3—6 MeCSIIIEB).

e OTBercTBEeHHBbIE CIENHAJIUCTDI:

o

Peabunuranuonnsie MEPOIPHUITHUSA MPOBOJAT (bu3HoTEpaneBTHI,
JMETOJIOTH, IICUXOJIOTH U BpauynU-pEBMATOJIOTH, IpoLeaIme
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ClenuaIu3upoBaHHOE  OOyyeHHWe 1O  BEACHUI0  HAIMEHTOB  C
ayTOMMMYHHBIMH 3200JIEBaHUSIMU.

o Tpebyercs, YTOOBI CHEIUATUCTBI UMEIH MOJITBEPKICHHYIO
KBTU(PHUKALIUIO U OMBIT pa0OTHI B COOTBETCTBYIOIINUX O0JACTSIX.

Omnpenenenre BUIOB MPO(UIAKTHKU (TIEpBUYHAS, BTOPHYHAS, TPETHYHAS) U ITAIOB
peabmwmrammu 1pu [TIA ocHOBaHO Ha KOMIUIEKCHOM OIIGHUBAHUHM COCTOSIHUS
NaIlMEeHTa, UCTIOIb30BaHUN MEXAYHAPOAHbIX IIKal QyHkimoHanbHoro ctaryca (ICF) u
JAHHBIX ,HOKaSaTGHLHOﬁ MCOUIINUHEBI. 9TO MO3BOJIIET C(bOpMHpOBaTL I/IH,Z[I/IBI/II[yaJIBHLII‘/’I
IlaH peaOuIuTallii, HANpaBJICHHBIH Ha BOCCTAHOBJICHHE YTPAuCHHBIX (QYHKIIHM,
COXpPAaHCHHUC pr,ZLOCHOCO6HOCTI/I N YyJIYYHICHUC KadCCTBa JKHU3HHM, a TaKKC Ha
CBOEBPEMEHHOE TMPEIOTBPALICHUE OCJIOXKHEHUW. OITU MOAXOAbl TMOATBEPKICHBI
MEXAYHApPOJHBIMU PEKOMEHJIAIMSAMHM, YTO CIIYKAT OCHOBOM JUIs pa3pa60TKH
HAallMOHAJIBHBIX KIMHHUYCCKHUX HpOT OKOJIOB U CT aHI[apTOB.

WHO International Classification of Functioning, Disability and Health (ICF)

EULAR Recommendations for ANCA-associated Vasculitis

4. JTanbl 1 00beMbl peadMJIUTALIUN:
Jdranbl U 00bEéM MeaMUUHCKONM peaduiuranuu npu I'TIA, a Takike MeaMIUHCKHE

OPraHM3alMu, PUCIIOCO0ICHHbIE IS UX NPOBeACHUS

MenuuuHckas peaOuauTanus MaueHToB ¢ rpanyliemMaTo3oM ¢ noiauanruutom (I'TIA)
ABJISIETCSI BA)XHOW COCTABJISIIOLIEH KOMIUIEKCHOTO JIEYEHUS M HalpaBlieHa Ha
BOCCTaHOBJIEHUE (DYHKIMI MOpaXKEHHBIX OPraHOB, YIy4dlIEHUE O0IIero PU3NYecKoro u
MICUXOAMOLIMOHAIBHOTO COCTOSIHMSI, COXpaHEHHE TPYIOCHOCOOHOCTH M COLMAJIbHOM
UHTETpaluy mnauueHTta. PeaOunurtanus mOpOBOAWTCS B paMKax HallMOHAIbHBIX
KIIMHAYECKUX TNPOTOKOJIOB M  CTaHJApPTOB, ONMPAsICh HAa  MEXAYHapOJHbIE
pexomenaanuu, Takue kak EULAR Recommendations for ANCA-associated Vasculitis
u WHO International Classification of Functioning, Disability and Health (ICF).

Oranbl MeAUIIMHCKON peadunutanuu npu ['TIA

1. HavaJabHbIi (AKTUBHBIN) ITANl peaduIuTAIUN:

o Heab: beictpoe BoccTaHoBieHne GYyHKIUNA 1mociae  000CTpeHHs
3a00JIeBaHMsA, KOPPEKIUS OCTPOTO COCTOSIHUS U CHM)KEHHE BBIPAXKEHHOCTH
CUMIITOMAaTHKHU.

o Meponpusrus:

» HureHncuBHas nedeOHas (GU3KYyIbTypa (€XKEHEAENbHbIE 3aHsTHS,
CHeUaIN3upOBaHHbIC YIIPAXKHEHUS ISl YIy4dIIeHUs: padoThl JIETKUX
Y MBIIIIEYHOTO TOHYCA).

«  @u3znoTepaneBTUYECKUE NPOUEAYphl (AbIXaTeNbHAas TMMHACTHKA,
Maccax, IEKTPOCTUMYJIALIMS, MATHUTOTEPAIIHS ).
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» HuHpuBuyanbHOE KOHCYJIBTHUPOBAHME IO BOIPOCAM JIUETOTEpAIHU
(cOanancupoBaHHOE NUTaHUE, pEKOMEH1allun o
IPOTUBOBOCIAIUTENBLHON TUETE, HAIIPUMED, AKeTa 1o cToy NeS).

o IIpomomxuTenbHOCTh: OOBIYHO 2—4 HEAEeNU B YCIOBUAX CTAllMOHApa WIN
peaObUIUTAlIMOHHOTO  LIEHTpa, C  TMOCJIEAYIONIMM  TEpexXoJoM  Ha
amOynatopHoe HaOI0ICHHE.

2. CpeaHuii 3Tan (KOHCOJIMIALMS U BOCCTAHOBJIEHHUE):

o HMeab: 3akpereHue JTOCTUTHYTBIX pE3yJIbTaTOB, BOCCTAHOBJIICHHUE
yTpaueHHbIX (yHKUUH, yiydiieHue (U3HYECKON BBIHOCIMBOCTH U
Ka4yecTBa KU3HU.

o Meponpusitus:

« Perymspubeie 3aHATHS Je4eOHOM (UBKYIBTYpO H a’pOOHBIMH
YOPAKHEHUSIMU (MPOBOAATCS B aMOYJIaTOPHBIX peaOUIUTAIIMOHHBIX
LIEHTpAaX).

«  @u3noTepaneBTUYECKUE MPOoUEaypbl (YIpaKHEHUS IJis1 KOPPEKIUU
JbIXaTebHOU (PyHKLIMHU, Maccax, ora).

» IlocTossHHBI KOHTPOJIb COCTOSAHUS (1a0OpaTOpPHBIE HCCIETOBAHUS,
UHCTPYMEHTAJIbHOE 00CJIeI0BAHKE 110 HEOOXOIUMOCTH).

o IIpomoskuTebHOCTH: MOXET IATHCA OT 3 10 6 MECALEB, C MEPEXOAOM
Ha PEKHUM IMOJICPKUBAOIIEH TepaIuu.

3. 3akiYuTeILHBIN dTan (MoaaepxuBammas ¢asa):

o Ieab: CoxpaHeHHE JOCTUTHYTBIX pE3yJIbTAaTOB, MPEAYyNPEKICHUE
PELMIMBOB, aJanTalys NaueHTa K MOBCEJHEBHOW >KU3HU U COXpaHEHHE
TPYJAOCTIOCOOHOCTH.

o Meponpusitus:

» Perynspubie aMOynaTopHble 3aHATUSA N0 Je4eOHON (PU3KYIbType U
¢usnoTepanuu (HanpuMep, eKEeMECSIYHO WIH Kaxable 3—6 MecsLeB).

« [lcuxonornueckas nojaaep:Kka U oOpazoBaTeIbHbIE IPOrpaMMBbI IS
MOBBIIIEHHUS] CAMOKOHTPOJISI U aJJaliTalliy B COILIMAIIBHOU Cpejie.

« JlucnancepHoe HaOJIOJEHUE Y Y3KOMPO(WIBHBIX CHEIUATHCTOB
(peBmatodior, He(POJIOT, MYJIBMOHOJIOT) C KOPPEKIIUEH Tepanuu.

o Ilpomo/kuTeNbHOCTH: HenpephIBHBIN, C PETYIISIPHBIMUA NIEPUOANYECKUMU
KOHTPOJIbHBIMU BU3UTaMHU.

MenuuuHcke opraHu3aluu, IpUCIOCOOIEHHbIE AJI MPOBEACHUS peaOuIuTalMOHHBIX
MEPOIPUITUI
o PeaOuauTanmoHHbIE HEHTPHI U OTAEJIEHUS:

o Crneunanu3upoBaHHbIE PeaOUIUTALMOHHBIC YUPEKICHUSI, T/I€ TPOBOJAUTCS

WHTEHCUBHAs (pu3nUuecKast M PU3NOTEpaneBTUICCKas peabmIuTaIus.
o MeauuuHckue yupexaeHus NepBUYHOIO 3BeHA:
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o lloMWMKIMHUKKM W JAUCHAHCEPHBIC  OTACICHHMS,  OCYILIECTBISAIOLINEC
peryispHoe aMmOynaTopHOe HaOJIOJCHUE U TPOBEACHUE MPOrpaMm
ne4eOHOMN (HU3KYIBTYPHI.

o« TocnuTanm c OT/JeJIEeHUSIMH MHTEHCHUBHOM Tepanuu "
CIeNMATU3MPOBAHHBIMHU Pea0UINTAIMOHHBIMH NPOTPAMMAMU:

o B cTanuoHapHBIX yCIOBUSX, IJI€ MOCIE CTAOMIM3ALUKU OCTPOTO COCTOSIHUS
MAIMEHTa, OPraHU3YIOT KOMIUIEKCHOE BOCCTAaHOBJICHUE C MPUBJICYCHUEM
MYJIbTUAUCIUIIMHAPHON KOMaH bl (peBMaroJior, Hedposor,
bu3noTEPANEBT, JUETOJIOT, TICUXOJIOT).

TpeboBanus K IPOBEACHUIO peaOUTUTALINH
o PeaOunuTaninoHHBIC MEPOIPHUATHS JOJDKHBI IPOBOAUTHCS KBATU(PHUIIMPOBAHHBIM
MIEPCOHAJIOM, MMEIOIIUM CHEIUAIN3UPOBAaHHOE 00pa30BaHUE M OIBIT PabOTHI C
XPOHUYECKUMH ayTOMMMYHHBIMH 3a00JI€BAaHUSIMU.
o MHcnonszyemple  Meroauku — (nedeOHass — (u3KynbTypa,  (u3HOTEpanus,
JMETOJIOTHYEeCKasi TOJJIEPkKKA) JOJDKHBI COOTBETCTBOBATH MEXKIYHAPOIHBIM
crangaptaM, TakuM kak ICF or BO3, u ObITh amanTUpPOBaHBI K COCTOSHHUIO
MMaryeHTa.
o PeaOunuTaniMoHHBIC TPOTPAMMBbl JIOJDKHBI OBITh HHIWBUIYAIU3UPOBAHBI C
YYETOM CTENEeHH MOPAKEHHSI OPraHoB, OOIIEr0o COCTOSHHS TMalMeHTa, HaTU4Hs
OCJIO)KHEHHUU U €T0 TPYI0CIIOCOOHOCTH.
Otanbel MenUIMHCKOW peabuiutanuu npu [TIA BkIrOYalOT aKTUBHBIA, CpPeIHUN U
MOACP>KUBAIOIIMM Tarbl, HAMPABJICHHBIE HA BOCCTAHOBJICHUE (DYHKIIUN MOPaKEHHBIX
OpraHoB, YJydIllIeHHE (PU3UIECKONM BBIHOCIMBOCTH M KadyecTBa JKU3HH, a TaKkKe
COXpaHCHHE TPYJIOCIOCOOHOCTH mMalMeHTa. PeaOwiMTalmoHHBIE  MEPONPHATHS
MPOBOAATCS B CICIUATU3UPOBAHHBIX PEaOUIIMTAIMOHHBIX IIEHTPAX, IUCIAHCEPHBIX
OT/CJICHUSIX U aMOyJIaTOPHBIX YUPEXKACHUSAX MOl PYKOBOJACTBOM KBaTU(UIIMPOBAHHBIX
CHenuaaInCcTOB. TakoW KOMIUIEKCHBIM ITOOXOJ II03BOJIIET OOECHEUUTH ONTHUMAIBLHOE
BOCCTAHOBJICHUE MAIMEHTAa W MPEAOTBPATUTh PEUMAUBHLI 3a00JEBaHUS, UTO SBIISETCS
KJIFOYEBBIM 3JIEMEHTOM HAIIMOHAJBHBIX KIMHUYECKUX MPOTOKOJIOB miist [ TIA.

EULAR Recommendations for ANCA-associated Vasculitis

WHO International Classification of Functioning, Disability and Health (ICF)

5. JlmarHocTM4YecKHe  MepPONPHUSATHS, CBHAETEJbCTBYWOIIHE 00 ypPOBHe
MeIULUHCKON NPOPUIAKTUKY W/ UM PeadWINTALMHU:
o OcHOBHbBIC ITMATHOCTHYECCKHE MEPONIPUSTHSA

DOTH MEPOTIPUATHS SABIISIOTCS 00S3aTEIbHBIMHU JIJIS TIOJTBEPKACHUS HUArHo3a |
MOHHUTOPUHTA aKTUBHOCTHU 3a0osieBaHusA. OHU BKIIIOYAIOT KJIMHUYECKUH OCMOTD,
cOop aHamHe3a, JlabopaTopHbie TecThl (00t anamm3 kpoBu, COD, CRP, anamm3
MouH, QyHKIUA noyek, TecTel Ha AHIIA) u uHCTpyMEHTANIbHBIE UCCIEAOBAHUS
(pentrenorpadus/KT nerkux, KT mpumatounsix mazyx noca, OKI', Ouomcus).
Otu MeToApl 00JIaal0T BBHICOKMM YpOBHEM JokaszaTenbHOcTH (1b), Tak kak
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ABJIAKOTCA CTaHIapPTHBIMH nu MOATBECPIKACHBI PaHIOMHU3NPOBAHHBIMHU
KOHTPOJIHUPYEMBIMHU UCCICAOBAHUAMU U KOHCCHCYCHBIMU PEKOMECHAALIUAMMU.

o Z[OHO.JIHI/ITe.]IbeIe AUATHOCTHIECCKHUE MEPOIIPUATHUA
Ot JOIIOJIHUTCIIBHBIC MCTOIbI IIPUMCHAIOTCA JIA YTOYHCHUA KJIIMHUYECKOU
KapTI/IHI)I, BBISIBJICHUS COHYTCTByIOHH/IX I/ISMCHGHI/Iﬁ NJIn OCHOX(HeHHﬁ. K M
otHOocATca 3HAockonuueckue wuccaenoanus (O3TAC npu nHammumm KKT
CUMIITOMATHKH), YIABTPA3BYKOBOE MCCJIEAOBAHUE OPraHOB OPIOIIHOW MOJIOCTU U
PACHIMPEHHBIH UMMYHOJIOTMUECKUI Npoduiib. ODTH MEpPONpPUITHS HUMEIOT
yMEPEHHBIN YPOBEHb JI0OKa3aTeIbHOCTH (2b) U MOMOTaroT MHAUBUIYaTU3UPOBATh
MOAXOJ K BEIACHHIO ITallMCHTA.
EULAR Recommendations for ANCA-associated Vasculitis
Revised Chapel Hill Consensus Conference Nomenclature of Vasculitides
WHO International Classification of Functioning, Disability and Health (ICF)

6. TakTuka MeIMUMHCKON NPOPWIAKTHKM WM PpeadWIuTalUM C YyKa3aHHeM
CTeleHH:
OCHOBHBIE PEKOMEHTyEMbIE MEPOIIPHUITHS

1. lucnancepHoe HAOJ/II0IeHHE U PeryJsipHbIi MOHUTOPHHT
Onucanue:
[TocTostHHOE HaOMIOAEHUE Y peBMATOJIOra, He(poora, MyJIbMOHOJIOTa U IPYTUX
Y3KOTTPOPUIBHBIX CIICIIMAIMCTOB c MEePUOTUIECKUM MIPOBEJICHUEM
Ja00paTOPHBIX U WHCTPYMEHTAIBHBIX HUCCIEAOBAaHUN (0OIMMI aHanmu3 KpPOBH,
CO3, CRP, ananu3 mouu, oueHka ¢pyHkuuu nouek, KT jerkux m npuaaTOuHbIX
nmasyx Hoca, cepojorudeckue tectol Ha AHIIA).
Lenw:
Pannsis nuarHoctuika OOOCTpPEHHM, CBOEBpPEMEHHAas KOPPEKIHS Tepanud |
MPEIOTBPAILICHAE OCIIOKHCHUU.
Vposenv doxazamenvnocmu: 1b

2. Ucmounux: EULAR Recommendations for ANCA-associated Vasculitis

3. JleueOnasi puskyJabTYypa U pusnoTEpanus

Onucanue:
Perynsapubie 3ansaTHs Je4eOHON (UBKYIBTYPOH, a’dpOOHBIMH YIPAKHEHHUSIMH,
IbIXaTeIbHBIC YOPAKHEHUS, Maccax U JApyrue (Ppu3noTepaneBTHUECKUE
MPOIIEIyphl, HAMpaBICHHbIE HA YIydlIeHUE (QYHKIUU JIETKUX, YIYYIICHHUE
KPOBOOOPAIIICHHS M CHIYKCHHUE MBIIIICYHOTO HAIIPSKCHUS.
Llenw:
Yayumenue  (QU3NYECKOW  BBIHOCIWBOCTH, BOCCTAHOBIICHHE  yTPAYCHHBIX
(GYHKIIUN 1 TTOBBIIICHUE KA4eCTBA JKU3HU.
Vposenv dokazamenvrocmu: 1b
Hcemounux: NCBI: Patient Education in Chronic Diseases

4. TIpoTuBOBOCHAIMTEIbHAS INETA
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Onucanue:
[IprumeHeHne TUeTUYEeCKUX PEKOMEHIAIMi, TaKuX Kak aueTa mo croxy NeS mmm
Cpeau3eMHOMOpCKass  JMeTra, C  YINOpOM  Ha  MPOAYKTHI,  Oorarbie
AHTUOKCUJAHTAMH, OMera-3 >KUPHBIMH KHCJIOTaMH, CBEXUMU (QpyKTamMu U
OBOIIAMHU.
Lenv:
CHIWKeHHE CUCTEMHOTO BOCIIAJICHUS, YIIyYIIIeHHEe OOMEHA BEIIECTB U TOJIIEPIKKA
UMMYHHOU (PYHKIIHH.
Vposenv ookazamenvnocmu: 1b
Hcemounux: NCBI: Diet and Inflammation

5. Bakuunanus
Onucanue:

HpOBCI[GHI/Ie BaKIIMHAIIlUN HpOTI/IB FpI/IHHa, ITHCBMOKOKKAa MW TICIIaTUTAa B JJIA
CHW)KEHUS pPHUCKAa HMHQPEKIHOHHBIX OCJOXKHEHUH, OCOOEHHO Yy MAalMeHTOB,
IMOJIYYAIOIINX UMMYHOCYIIPECCUBHYIO TEPAIUIO.

Llenw:

[IpenoTBparnienre MHQEKIHUA, CIIOCOOCTBYIOMIUX OOOCTPEHHIO 3a00JIeBaHUS U
OCJIOKHCHUSIM.

Vposenv dokazamenvnocmu: 1b

Hemounur: EULAR Recommendations for ANCA-associated Vasculitis

JloTOTHUTENBHBIE MEPOIIPUSATHUS
1. ®duTtotepanus
Onucanue:
[Ipumenenue pacTUTETbHBIX HKCTPAKTOB C J0Ka3aHHBIM
MPOTUBOBOCTIAJIUTEIBHBIM W AHTHOKCHJAHTHBIM 3¢ (dekToMm  (Hampumep,
KYPKYMUH, 9KCTPaKT 3€JIEHOTO Yasi, UMOUPB).

Llenv:

JIOTIOJIHUTENBHOE CHUXEHUE YPOBHS BOCHAJIECHUS M TMOMIEPKKA HMMYHHOH
byHKIIUN.
Vpoeenv ookazamenvnocmu: 2b
Hemounux: NCBI: Role of Phytotherapy in Chronic Inflammation
2. Icuxonoruyeckas MoAepxKKa U 00pa3oBaTeibHbIe MPOrPaMMbI

Onucanue:

OpraHu3anus WHIWBHIYATbHBIX WU TPYITOBBIX KOHCYJIBTAIUHA C TICUXOJIOTOM,
ydacTHe B TPyIIax MOIIEPKKH, 00pa3oBaTeIbHbIE CEMUHAPBI IO CAMOKOHTPOJTIO
1 BEJICHUIO XPOHUYECKOTO 3a00JIEBaHN.

Lenv:

CHmwkeHHne cTpecca, yJIydIlleHHe TCUXOJIOTMYECKOTO COCTOSIHUS, TOBBIIIICHUE
YPOBHSI CAMOKOHTPOJIS ¥ Ka4eCTBa KU3HMU.

Vposenv dokazamenvnocmu: 2b
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Hcemounux: NCBI: Patient Education in Chronic Diseases

KoMmmiekcHpli moaxon K mpoduiiaktuke u peadbwmmrtamuu npu ['TIA Bkirodaer
OCHOBHBIC ~MEpOTPHUATHSA, TaKue Kak JUCIAaHCEepHOEe HaOmoaeHue, JieucOHas
(GU3KyNIbTYpa, TNPOTHBOBOCTAIMTEIbHAS JWETAa W BaKIMHAIUS, KOTOPHIE HWMEIOT
BBICOKMU YPOBEHB jJoKazareiabHOCTH (1b). JlomomHuUTEIbHBIE MEPONPHUSATHS, BKIIOYAS
(bUTOTEpANUIO M TICUXOJOTHYCCKYIO TMOMICPKKY, TAKKE CHOCOOCTBYIOT YIyUIICHUIO
Ka4decTBa JKM3HM W CHWKAIOT PUCK OCJIOKHEHUU, TOATBEpknas uX 3(PPeKTUBHOCTDH
(YpOBEHB JI0Ka3aTeIbHOCTH 2b).

OTU MEpONpUATUS HMHTETPUPOBAHBI B HAIMOHAIbHBbIC KIMHUYECKHE MPOTOKOJIBI U
CTaHmapThl BeneHWs mnamueHToB ¢ [TIA, 49ro oOecrednBacT CBOEBPEMEHHOE
BMEIIIATEIILCTBO, TOJJACP)KAaHUEC PEMUCCUU U YAydlleHHe OOIIEro COCTOSHHS
MAICHTOB.

7. Ilokasarenu 3(pPeKTUBHOCTH NPOPUIAKTHYECKHX WJIH PeadHJIMTAlHOHHBIX
MEPONPUSITHI:
Mexnaynaponnast kinaccuduxanuss (QyHKIIMOHUPOBAHUS, WHBAIMIHOCTH W 3I0POBbBS
(ICF), pa3paboranHass BcemupHoii opranuzanueid 3xapaBooxpaHeHusi (BO3),
IPEJICTaBIsIET COOOM YHHUBEPCAIbHYIO CHUCTEMY, MO3BOJIAIOIIYIO CTaHAApTU3UPOBAHHO
OLICHMBATh W OIIMCHIBATH OTPAHUYECHMS KU3HEAECATEIBHOCTH W 310pOoBbi. COTriIacHO
ICF, oneHka BKIIFOYAET CIEYIOIINE ACTIEKTHI:
o @MYHKIHOHAJIBLHOE COCTOSIHHE U OTPAHMYCHHUS AKTUBHOCTH:
OueHuBaeTcss CNOCOOHOCTh YEJIOBEKA BBIMOJHATH MOBCEIHEBHBIE 337auH, €ro
¢u3nyueckass BBIHOCIMBOCTbH, JBUTATENIbHbIE M KOTHUTHUBHBIE (DYHKIMH. ITO
MO3BOJIIET OOBEKTUBHO OMNPEIEIUTh CTENEHb OrPAaHUYEHUs J1E€ATEIbHOCTU
(Hampumep, CHOCOOHOCTh CaMOCTOSITENIbHO TE€PEABUTaThCs, YXaXXUBaTh 3a
co0oif).
o YuyacTHe U COUMAIBHAS HHTErPaLlUsA:
OueHMBaOTCA  BO3MOKHOCTH ~ 4Ye€JOBEKa  y4aCTBOBaTb B COLIMAIBHOM,
oOpa3oBaTenbHOM W TPYIOBOM JesTenbHOCTU. OrpaHuyeHus B 3ToU cdepe
MIOMOTAIOT BBIIBUTH HEOOXOJAUMOCTh JOTIOJHUTEIBHBIX PEAOUTUTAIIMOHHBIX MEP
JUTSI KHTETPAITK TaleHTa B O0IIECTRO.
o BuausiHue okpyxarLIel CPeabl:
Ananu3upytorcsi  (akTopbl,  CIIOCOOCTBYIOIIME WM  TMPENSTCTBYIOIINE
(GYHKIMOHUPOBAHUIO YEJIOBEKA, TaKWe KaK JOCTYMHOCTh MEAMIIMHCKUX YCIYT,
NOJJIEP>KKA CEMBbU U COLIMANIbHAsI HHPPACTPYKTYpA.
[Ipumenenne mkan ICF mno3Bosser BpauaM W chenUanucTaM IO peaOuIuTaIuu
COCTaBJISITh OOBEKTUBHYIO KApTHHY OTPAHUYCHHUH >KU3HEACATEIHPHOCTH TMAIlMEHTa C
['TIA, onpenensth cTeneHb GyHKIIMOHATHHOU MOTEPH U TUIAHUPOBATH WHINBU Ty AJIbHBIE
peadMIUTAllMOHHBIC MEPOIIPHUATHS. DTO OCOOCHHO BaKHO JIJIsI OIICHKH 3(P(hEKTUBHOCTH
MPOBOJIMMON  TEpamui ¥ KOPPEKTHPOBKH PEAOUIUTAIMOHHBIX IPOTPaMM, YTO
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CHOCO6CTByeT YIYYHICHHUIO KadeCTBa JXHU3HHM HU COXPAHCHHIO pr,ZLOCHOCO6HOCTI/I

nanueHTa.
WHO ICF
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