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TepMHuHBI U onpexeIeHus

AHIJA-accouunpoBansblii BackyauT (AAB) - rpymma CHCTEMHBIX ayTOMMMYHHBIX
3a00J1€BaHM, XapaKTEPU3YIOUMXCS XPOHUUYECKMM MaJOMMMYHHBIM BOCHAJIEHUEM CTEHOK
MPEUMYIIECTBEHHO MEJIKUX COCYJIOB Pa3IUYHOM JIOKATU3AIWHU, MOJUMOP(PHON KIMHHYECKOM
KapTUHOM C YacThIM BOBJICUEHHUEM JIETKHX U MOYEK M HAIMYUEM LUPKYJIHPYIOUMX ayTOaHTUTEN
K IIUTOTUTa3M€e HEUTPOQHUIIOB.

Anrturena k nwuromiasme HeurpodmioB (AHIIA) - cemeiictBo antuten (AT),
pearupyrouyx ¢ pa3IuyHbIMU KOMIIOHEHTAMH MEPBUYHBIX T'PaHyJl LUTOIUIa3Mbl HEUTPOQUIOB.
Ponb B matoreneze AAB noxasana mns apyx tunoB AHIIA — AT k nporennaze-3 (IIp3-AHIIA)
u AT x muenonepokcuaaze (MIIO-AHIIA).

AHIJA-accouuupoBansbiii  romepyinonedppur (AHLA-T'H) —  manouMMyHHBIN
(doxanbHBIE M cerMeHTapHbli HekpoTusupyromuii I'H, KoTopslii MOXeT pa3BHBaThCA
OJIHOBPEMEHHO C JIPYTMMHU CUCTEMHBIMU NposiBIeHUAMH AAB, HO Takke U B M30JIMPOBAHHOMN
¢opme. B ocnoBe AHIIA-I'H nexuT HEKpOTHU3UPYIOLIMHA BAaCKYJIHUT KalWIIAPOB KIyOoOuKa,
aCCOLIMUPOBAHHBIN ¢ HaNMUueM nupKyaupyommux AHITA.

AHIIA-neratuBHblii AAB — BapuanT teuenus AHI[A-acconumpoBaHHOTO BacKyJINTA,
IIpM KOTOPOM Yy TALIMEHTOB C  XapakTEPHbIMM KIMHUYECKUMHM IMPOSBICHUAIMHU U
MOPGOTOTUIECKON KapTUHOW 3a0oneBanus He ynaercss BbisiBUTH AHIIA mpu mcnons30BaHUU
CTaHJAPTHBIX METOIUK.

Bupmunremcknii  mHIEKc akTUBHOCTH Backyiura (BVAS, Birmingham Vasculitis
Activity Score) — MeTon KOIMYeCTBEHHON OLEHKH aKTUBHOCTH AAB, OCHOBaHHBIM Ha aHAIW3E
66 KIMHUYECKHX U JIabopaTOpHBIX MposiBieHni AAB, pa3neneHHsix Ha 9 rpynmn B COOTBETCTBUU
C BOBJICYEHHUEM PA3JINYHBIX OPTraHOB U CHCTEM

beicTponporpeccupyromui rJioMepyaoHeQpUT (BIIT'H, CHHOHUM
ObICTpOTpOrpeccupyomuii Hehpurnueckuit cuuaapom) — I'H, xapakrepusyromuiics ObICTPBIM
CHWKECHHMEM a30TBBIICIUTENBHON (QYHKIMM TO4YeK (ABYKpAaTHBIM HapacTaHWEM YpPOBHS
KpeaTHHHHA CBIBOPOTKH KpOBH 3a < 3 Mec.)

['unoramMmarnoOynuHemMuss  —  KIMHMYECKM  3HAYUMOE  CHIDKEHHE  YPOBHSA
UMMyHornoOoynuHa G B CBIBOPOTKE KpPOBM, KOTOpPO€ MOXKET ObITb  0O0YCIIOBJIEHO
HEKEIATENIbHBIMA  SIBICHUSMH ~ MMMYHOCYIPECCUBHOM  TE€palnuy,  LUTOTOKCHUYECKUMU
npenapaTamMy U aCCOLIMUPOBAHO C BICOKUM PUCKOM Pa3BUTHSA MH(EKIIMOHHBIX OCIO0KHEHUH.

I'panynemaro3 ¢ nonuanruutoMm (I'TIA) — HO30mMOTHUecKas Gopma AAB, s KOTOpO#

XapaKTECpHO COYCTAHUC TPAHYJIICMATO3HOTO BOCHAJICHHUA C IMNOPAKCHUEM BCPXHHUX U HHUKHUX



OTJIEJIOB JbIXaTENbHBIX IMyTE€Hd W HEKPOTH3UPYIOILEro BACKyJHMTa C IPEUMYILECTBEHHBIM
BOBJICUEHUEM MEJIKMX COCYOB (KalWIIsAPbl, BEHYJIbI), PEXKE — COCYJIOB CPETHETO TUAMETpa.

I'mokokoptukoctepounbl ('KC) — cuHTeTHYECKHE aHATIOTH CTEPOUIHBIX TOPMOHOB KOPBI
HaAMOYEYHHUKOB, UCTIOJIb3yEMBIE ISl IPOBEICHUS UMMYHOCYTIPECCUBHON TEPAITUH.

Juddy3ublii  ceprnoBUAHBIA TITOMEpPYIOHEDPUT — CHHOHUM HKCTPAKaNWUISPHOIO
mioMmepynonedpura (miomepyioHeppura C TONYJIYHHUSAMH), TEPMHUH BO3HHUK BCIIEJCTBHE
HETOYHOTO TiepeBo1a MexayHapoaHou kinaccudukarmu 6omesneit 10-ro nmepecmoTpa.

NmmynocymnpeccuHas tepanus (MCT) — KOMIUIGKCHOE JI€UeHHE, HaIrpaBlIEHHOE Ha
M0JIaBJIEHUE HEXXEATEIbHBIX UMMYHHBIX pEaKlUil opraHu3ma.

Nunexc mompexaenus npu Backyaure (VDI, Vasculitis Damage Index) — wmerton
KOJIMUECTBEHHOW OIEHKH JalIeKO 3allleAnX U HeoOpaTUMBIX U3MEHEHHH OpPraHOB U CUCTEM
BCJIEICTBHE TIepeHeceHHOro AAB 1 HexxenaTeNnbHBIX SBICHUI UMMYHOCYTIPECCUBHON Teparuu,
OCHOBAHHBII Ha aHanu3e 64 MposIBICHU, OTpaXKarOUINX BoBIeUYeHHEe 1 1 OpraHoB U CUCTEM.

WNHpyxuys pemuccun — nepBas CTaus IMMYHOCYIIPECCUBHOM TEPAINNH, LIETBI0 KOTOPOU
SBJISETCS OBICTpOE TIOJABICHHWE AKTUBHOCTH WMMYHHOTO BOCHAJICHUS M KIHMHUYECKHX
NpOsIBJICHUH 3a00JI€BaHUs.

Mukodenonata Moderun (MM®D) — cuHTETHYECKHMI LUTOCTaTHYECKHI Ipemnapar,
UHTUOUTOP HMHO3WHMOHO(OCOATIEruAPOreHa3bl, MEXaHU3M JEHUCTBHS KOTOPOTO CBsi3aH C
MIO/IABJICHUEM CHHTE€3a HYKJIEOTHAOB (IyaHO3WH) M, Kak CIEJICTBUE, TOPMOKEHUEM
nponudepanyu TUMQPOLIUTOB.

Mukpockonundeckuii mosimanruut (MITA) — Ho3zomoruueckas popma AAB, mwist KOTOpOiA
XapaKTepHO pPa3BUTUE HEKPOTHU3HUPYIOLIET0 MAaJOMMMYHHOI'O BAacKyJIUTa IPEUMYILIECTBEHHO
MEJKHUX COCyJOB 0€3 pa3BUTUSl T'PaHyJIEMaTO3HOIO BOCHAJIEHUs, OPOHXHAIBbHOM acTMbl WU
303UHOPUIINN.

O6octpenne (peruanB) 3a00J€BaHUA — HApAacTaHWE AKTUBHOCTH KIMHUYECKUX
nposiiennit AAB, TpeOyroliee ycuneHuss HIMMYHOCYIIPECCUBHOM TEpPaIHH.

[Tonnep:xanue pemuccuu — BTopas gasza UMMYHOCYIPECCUBHOM Tepanuu, HarpaBJieHHAs
Ha TpeIoTBpalieHrue 000cTpeHuit 3a00IeBaHus.

Pemuccust — 0TCyTCTBHE KIMHIUYECKUX MPU3HAKOB aKTUBHOCTHU 3a00JI€BaHUS

Purykcumad (PTM) — reHHO-MH)KEHEPHBIM OHMOJIOTMYCCKHI Mperapar, XHMEPHICCKOe
MOHOKJIOHAJIBHOE aHTHUTEN0, HanpasiieHHoe ipotuB CD20 penentopos B-nmumdormros.

TpomboTtrueckas mukpoanruonarusi (TMA) — KIHHHKO-MOP(HOJOTHUECKHI CHHIPOM,
XapaKTEPU3YIOLIUICA MOPAKEHUEM COCYI0B MUKPOLMPKYJIATOPHOTO pyciia, B OCHOBE KOTOPOTO

JICKUT IMMOBPECIKACHUC SHAOTEIINA C MMOCICAYOIIUM Tp0M6006pa3OBaHI/ICM.



Huknodochamun (LID) — CHHTETHYECKHIA MTOCTATUYECKUN Mperapar aJlKHIHpPYIOIIero
NEHCTBYSI, TIOIABIISIFOIIHIA TIPOJIU(EpaIHio TUM(OIUTOB.

D03uHOGWIBHBINA TpaHysieMaro3 ¢ nojuanruurom (DITIA) — Ho30mormueckas (opma
AAB, a1 KOTOpOW XapaKTepHO COYETAaHWE DO3MHOPWIBHOTO ¢ HEKPOTHU3UPYIOIIETO
IPaHyJEMAaTO3HOIO BOCHAIIEHHSI C YACThIM MTOPAXEHUEM OpPTaHOB JbIXaHMsI, HEKPOTU3UPYIOLIETO
BACKYJIUTa PEUMYIIECTBEHHO MEJIKUX COCYA0B (KamuUIspbl, BEHYJIbI), OPOHXUAIBHON acTMbI U

3031HO HUTnm.



1. KpaTtkasi nHpopManus 1o 3a00/ieBaHUI0

1.1 Onpenesaenue

AHIJA-accouunpoBansbie BackyauTsl (AAB) — 3T0 rpymnmna CUCTEMHBIX ayTOUMMYHHBIX
3a00JIeBaHM, XapaKTePU3YIONIUXCS Pa3BUTHEM HEKPOTH3UPYIOMIETO OJUTOMMMYHHOTO (0e3
OTJIO)KEHUS MMMYHHBIX JIEMIO3UTOB WM C OTJIOKEHHEM HEeOOJBIIOr0 HX KOJIUYECTBA)
BOCIIAJICHUSI CTEHOK IMPEUMYIIECTBEHHO MEIKUX COCYJOB (KamWUIsApbl, BEHYJIbI, apTEPUOJIbI,
MEJIKHEe apTepuH), U aCCOLMMPOBAHHBIX C HAIMYUEM LUPKYJIHPYIOMIUX aHTUTE] K LIUTOIUIa3Me
HEUTPO(UIOB, HANMPaBICHHBIX NPOTHB Muenonepokcuaassl (MIIO-AHIIA) wiu npoTenHasbi-3
(TIp3-AHILIA).[1]

AHIJA-accouuupoBannbiii  momepyinonedppur (AHLA-TH) —  manouMMyHHBIN
(dokanpHBIE M cerMeHTapHbId HekpoTwsupyrommii ['H, koTopelii MoxkeT pa3BHUBATHCS
OJIHOBPEMEHHO C JIPYTMMH CHCTEMHBIMU NposiBieHUAMH AAB, HO Takke M B M30JUPOBAaHHOMU
¢opme. B ocHoBe AHIIA-I'H neXuT HEKpOTHU3UPYIOLIMHA BAaCKYJIHMT KalWIIAPOB KiIyOouka,

aCCOLIMUPOBAHHBIN ¢ HanMuueM nupkyaupyomux MITO-AHIIA unu [1p3-AHITIA.

1.2 DTHOJIO0rMA U NATOTreHe3

Otnonorus AAB 1o HacToslero BpeMEHM HEU3BeCTHA. Pe3ynpTaTbl ABYX KpYIHBIX
HCCJIEIOBAaHUM MOJTHOTEHOMHBIX aCCOLMALMNA YKa3bIBAIOT HA TO, YTO MPEAPACIIOIATalOIIMM K UX
Pa3BUTHIO (PAKTOPOM SIBISAETCS TEHETHUECKAs MPEaPacIoNoKeHHOCTh. Pasnuunbie hopmbr AAB
ACCOIMUPOBAHBI C OJHOHYKJICOTHAHBIMH TOJIMMOpPH3MaMu orpeneneHHbix reHoB: [TIA — c
noauMoppusmMamMu  reHoB, Koauwpyromumx —amiaens HLA-DPB1  rmaBHoro  komruiekca
THCTOCOBMECTHMOCTH, mpoTerHasy-3 (PRTN3) u ee aHTaroHucT — 01-aHTUTPUIICHH
(SERPINAL); Backyaut, accouuupoBanusiii ¢ [Ip3-AHIIA — ¢ monmumopdusmamu PRTN3 u
SERPINAT1; MIIA u Backymut, accouuupoBanubiii ¢ MIIO-AHIIA, — ¢ momumopduzmamu
HLA-DQ.[2,3] ITyckoBbiMu (hakTOpamu (TpUrTepamMu) MOTYT OBITh Pa3InuHbIe HHPEKIHMHU, B T.4.
BBI3BaHHbIE 30JIOTUCTBIM CTa(UIOKOKKOM, JIeKapcTBeHHble mpenaparsl (D-nenunuinamus,
JICBAaMM30J1 | JIp.), a TaKKe (GaKTOPhI BHELIHEH CPE/Ibl, B 4aCTHOCTH KOHTAKT ¢ KpeMHHEM. [4—7]

K nacrosmemy Bpemenn poiab AHIIA B matorenese AAB m AHIIA-I'H noka3ana B
JKCIIEPUMEHTaX in Vitr0, Ha MBIIIMHBIX MOJEISX CUCTEMHOTO BacCKYyJIMTa, aCCOLMHUPOBAHHOTO C
AT k wmuenonepokcumaze (MIIO-AHIIA), a B KIMHWYECKOW IPaKTUKE IOATBEPIKIACTCS
HAOIOICHUSIMU HOBOPOJKACHHBIX C TOYEYHO-JIETOYHBIM CHHIPOMOM, KOTOpPBIA pa3BUIICS B
pe3ysbTate TPaHCIUTACHTAPHOM Mepeayn aHTUTENl OT MaTepH C aKTUBHBIM BacKyJuToM.[8—10]
Kpome ToOro, ommcana B3auMMOCBs3b MexIy moBbllieHueM tutpa AHIIA B pemuccun u

TIOBBIIIICHHBIM PUCKOM Pa3BUTHS penuanBa 3adoneBanus.[11]



Ha wnavansHOM »sTame mnaroreHe3a AAB mpoucXoauT NpaMHHT HEHUTPOPHIOB C
y4acTHEM NPOBOCTIATUTEIBHBIX IATOKUHOB, B PE3YJIbTATE YeT0 HEOOXOIUMBIE TSl CBSI3BIBAHMUS C
AHIIA anturensr — MITIO wu Ilp-3, skcmpeccupyroTcs Ha ToBepxHOCTH KieTok.[12] Tlocrne
B3aUMOJICHCTBUSl TPaiMUPOBAHHBIX HEUTPO(MIOB € aKkTUBUpOBaHHbIM 3HAoTenueM AHIIA
CBSI3BIBAIOTCI C HeWTpoduwiamMu W akTHBUPYIOT uX.[13] AKTUBHPOBAaHHBIC HEUTPOPHITBI
MOBPEXKIAIOT HHAOTENHUATBHBIE KIETKH M OKPY)KAIoIMe TKAaHU BCJIEACTBHE OKHUCIUTEIHLHOTO
B3pbIBA H BBICBOOOXICHHS NPOTCOIUTHUCCKUX (EPMEHTOB IMMyTeM jaerpanyJsiun.[14]
Halyxanue m HEKpO3 KJIETOK SHIOTEIUS MPUBOIAT K €ro OTCIOHKE OT 0a3aibHOW MEMOpaHHI,
YTO, B CBOIO OY€pelb, BbI3bIBACT TPOMOO3 KamwuisipoB U (OPMHPOBAHUE CErMEHTAPHOTO
Hekpo3a Kiyoouka. Ilpu ycrnoBuum Hekpo3a CTEHKM Kamwuisipa U €ro pa3pbiBa, BO3MOMKHO
(dbopmupoBaHHE KIETOYHBIX TMOJYIYHUI W3 SNUTEIHOMAHBIX KJIETOK Karcyiel boymena u
MoHOUMTOB. CyllecTBeHHYI0 pojb B mnarorenese AAB Takke wurpaer dopmupoBaHue
aKTUBUPOBAHHBIMU HeHTpoduinamu skcrpanenmtonspusix noBymek (NETs), comepxammx B
cBoéM coctaBe ayoraHTurensl: [IP-3 u MIIO, koTopble 0OHapyk HBalOT B TKAaHH MHOYKU
narmenToB ¢ AHIJA-T'H.[15]

Bxuiang B noBpexaenue sHaoTenus npu AAB BHOCUT akTHBAIMsl CUCTEMbl KOMIUIEMEHTA
[0 aJbTEPHATUBHOMY IIYyTH, KOTOpas TMPHUBOAUT K JIOTIOJIHUTEIBHOMY TIOBPEXKICHHIO
SHJOTEIMOIUTOB TEPMUHATBHBIM KoMIUiekcoM C5b-9, a Takke cTUMYNSIMH TIPOLIECCOB
XeMOTaKCHCa U MpaliMUHTa HEUTPO(UIIOB 1O/ Bo3/eiicTBUEM KoMIoHeHTa CS5a. YV MaIMeHToB ¢
aktuBHBIM AHIIA-T'H BeisBisior otinoxkenne C3d, C4d u C5b-9 KoMIIOHEHTOB KOMILJICMEHTA B
TKaHH TI0YKH, a TaK)Ke 0oJiee BBICOKOE, YeM Y MAIMEHTOB B peMuccuu, coaeprxkanne C3a, C5b-9
u Bb B mnasme u C5a B moue.[16-18] Kpome Toro, 3HaYUMyIO POJIb CHCTEMbI KOMIICMEHTA B
natoreHese AAB moaTBepkaaeT u Bbicokas 3()()EKTUBHOCTh MpUMEeHeHUs: MHruoutopos CSa
KOMIIOHEHTa y TAIIeHTOB C aKTUBHBIM BACKYJHUTOM B OTHOIICHHH KaK IMOYEYHBIX MOPAXKECHUH,
TaK W CHCTEMHBIX TPOSBICHUN 3a0oJjieBaHus, KOTOpass Oblla NpPOJAEMOHCTPHUPOBAHA B
KIMHIYECKHUX HCcieqoBanmsax.[19]

PazButnro AAB crocoOCTByeT W HapylieHHE pPETyJIilud HMMYHHOW CHCTEMBI, B
YaCTHOCTH, TUCPYHKITUS peryasTopHbIX T-muMdonuTos, npuBoaaias K ux auddepeHmanim B
Th17, npeobnananue T-xeanepos 1 THIa, a TAK)KE CHUYKEHHE BBIPAOOTKH aHTHBOCHIAIUTEILHOTO
unrepieiikura-10.[20,21]

Takum o0pa3oMm, He BBI3BIBAaCT COMHEHHH, 4To AAB mo cBoeil mpupone sBiseTcs
ayTOUMMYHHBIM 3a0oneBaHueM, OOYCJIOBICHHBIM HapylleHHeM (YHKIMOHUPOBAHUS Kak
BPOJKACHHOTO, TaK U NMPUOOPETEHHOI0 UMMYHUTETA, OCHOBHON MUIIEHBIO KOTOPOTO SIBISAETCS

COCYJUCTBIN YHIAOTEIUN.
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1.3 DuugeMuoa0rus

AAB sBastorcs penkum 3a0osiaeBanueM. [1o JaHHBIM pa3HBIX aBTOPOB 3a00J1€Ba€MOCTh B
mupe cocrapisieT 1,2 — 3,3 HoBbix cinydaeB Ha 100.000 B roj, pacnpocTpaneHHOCTh — OT 4,6 110
42,1 na 100.000 Hacenenus.[22,23] 3a60s1€BaeMOCTb M PACIpPOCTPAHEHHOCTh B P HEM3BECTHEI.

Jlons KEHIIMH W MYXXYUH Cpeld 3a00JIeBIIUX I10 JAHHBIM 3apyOeKHBIX aBTOPOB
COTOCTaBMMa, IO JAHHBIM OITyOJIMKOBAHHBIX OTCUECTBEHHBIX pPAa0OT CpPeaud POCCHHCKUX
MaIKMeHTOB HE3HAYUTEIBHO TpeobaaaroT xenmunbl (~1,5:1).[24,25]

[Tuk 3aboneBaemoctr mo gaHHeiM EUVAS mpuxoaurtcs Ha Bo3pact 65 — 75 met.[26]
Cpennuii Bo3pacT 3a00JI€BIINX 0 JaHHBIM OTEYECTBEHHBIX paboT cocTaBisieT oT 43 10 56 Jer.
[Ipu 3TOM B OTEYECTBEHHOM HCCIIEJOBaHUM ¢ y4dacTheM 115 manueHToB ¢ MOP(HOIOTHYECKH

BepuduupoanapiM AHITA-T'H Bo3pact 6oitee yem 40% u3 aux npessiinan 60 set.[25]

1.4 Oco0eHHOCTH KOAUPOBAHUA 3a00aeBaHud 10 MeKIYHAPOIHON CTATHCTHYECKOM

KJIaccudbukamyy 0oJe3Held ¥ Mpo0JieM, CBA3AHHLIX CO 3I0POBbEM

N00.7 — Octpsiii Heppurnueckut  cuHapoMm. JIudpdy3Hblii  ceprnoBUAHBIHN
riomMepyJioHeppuT
NO01.7 — beictponporpeccupytonmii  Heppurudeckuit  cuHapom. JIuddy3Hbiii

CEepIIOBUIHBIN TIIOMepyIoHehpUT

N 02.7 — PemmauBupyromass W ycroluyuBas remarypusi. Huddy3Hsiii ceprnoBUIHBINA
rIioMepyJaoHepuT

N 03.7 — Xponuueckuii Hedpurnueckmii cuHapoMm. Juddys3HbIil CceprnoBUIHbIHN
rIIoMepyJIoHehpUT

N 08.5 — TI'momepynsipHbIE TOpPaXCHHUS TMPH CUCTEMHBIX OOJIE3HSIX COCIMHUTCIIBHOMN
TKaHH

M 30.1 — [MommapTepuut ¢ mopaxxennem jerkux [Yepmra-Crpocc]

M 31.3 — I'panynemaro3 Berenepa

M 31.7 — MUKPOCKOTIMYECKUH TTOJTUAHTHUT

1.5 Kaaccuduxanus

B cootBercTBHM ¢ ompenereHHEM, MPUHSATHIM Ha COTJIACUTENbHBIM KOH(pEpEeHIMH B
Yamen-Xwmuie B 2012 1, ¥ rpynne AAB otHocsaT rpanynemaro3 c¢ monuanruutom (I'TIA),
Mukpockonuyeckuil nonuanruutr (MIIA), 203MHOMWIBHBINA TpaHyJeMaTo3 C MOJHAHTHUTOM
(OITIA) u AAB ¢ u301MpPOBAaHHBIM MOPAKEHHUEM IMOYEK, KOTOPbIE OTIUYAIOTCS HE TOJIBKO

KJIMHUYECKUMU TIPOSIBICHUSMH, HO U npeoOanatonmm cepoturnom AHITA (ta6in. 1).J1] C 2012
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I' HE pEKOMEH/YETCs HCII0JIb30BaTh AMIOHUMBI «rpaHynemaro3 Berenepa» mis ['TIA u «cunapom

Yepra-Crpayce» musa OI'TIA.

Tabauua 1. Hozosnoruueckune popmor AAB

Bapuanr AAB Omnpenesenue Tun AHUA[27- | YacToTa
30] nopaKeHust
nouek, %

I'panynemato3 c¢ | AAB, mus xoroporo xapakrepuo | IIp3-AHIIA 65-| 60— 80[24,31]
MOJIMAHTHHUTOM COYeTaHHE rpaHyJjieMaro3Horo | 75%

BocnasieHusi ¢ nopaxkenuem | MITO-AHIIA 20-

BEpXHUX M HWKHUX oOTnaenoB | 25%

IBIXaTEIBHBIX nyTei u | AHIIA-

HEKPOTHU3UPYIOIIET0 BAaCKYJIUTA C | HEraTUBHBIN - JI0

IPEUMYIECTBEHHBIM 10%

BOBJICYCHUEM MEJKHX COCYIOB

(KamuuIsIpBI, BEHYJIBI,

apTepuoJIbl), pEeXKEe — COCY/OB

CpEIHEro AuaMeTpa
Muxpockonuyec | AAB, mns kotoporo xapakrepuo | MIIO-AHIIA 95 —100[32,33]
KU MOJIMAHTMMUT | pa3BUTHE HekpoTusupytomiero | 60%

MaJOMMMYHHOI'O Backynuta | [Ip3-AHLIA 35%

MPEUMYILLIECTBEHHO menkux | AHIA-

COCYJIOB 0e3 pa3BuTHs | HeraTuBHBIN  0-

rpaHyJIeMaTo3HOro BocmalieHus, | 5%

OpOHXHATBHOM aCTMBI WIn

303UHOPUINN
Do3uHopuabnblii | AAB, mist kotoporo xapaktepHo | MITO-AHLIA 20 —40[34,35]
rpanyJiemMaTro3 ¢ | coueranue »o3uHopuiasHOTO U | 40%
MOJTUAHTHMTOM HEKPOTHU3UPYIOIIETO ITP3-AHIIA <

TpaHyJI€MaTO3HOI'O BOCIIAJICHUA C
YacTbIM IIOpaXCHHUEM  OpraHOB
JbIXaHWs, HCKPOTU3ZUPYIOLICTO
BaCKyJInTa MNpEUMYIIECTBECHHO

MCJIKUX  COCYJOB (KaHI/IJ'IJ'IHpH,

BEHYJIbl), OpPOHXUAJILHON aCTMBI U

5%
AHIIA-
HETaTUBHBII >

50%
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H03UHO QUITUU

1.6 KiuHuyeckasg KapTHHA

I'momepynonedpur, B TOM 4YHCIE OBICTPONPOTPECCUPYIOMIETO TEUCHUS, MOKET
pa3BUBaThCs MpU Bcex Hozojormdeckux (opmax AAB, a Takke W30JIUPOBAHHO, MPHU STOM
9acTOTa BOBJICUCHUS MOYEK HeoauHakoBa u cocTtaBisieT 20-40% mpu DITIA, 60-80% mpu I['TIA
u 95-100% npu MITA (ta6sa. 1). CrieKTp BO3MOXXHBIX KIMHHYSCKUX TPOSIBICHHUN MOPAKCHUSI

TIOYECK BKIOYACT:

. BIIT'H (Hanbosee TUMUYHBIA BapUAHT TECUYCHUS )

. Octpsiit HeppUTHIECKUI CUHIPOM

. BbeccumnToOMHYI0 IPOTEUHYPUIO U MUKPOTEMATYPHUIO
. Maxkporematyputo (pelKo)

. Hedportuueckuii cunapom (peaxo)

Knuanueckass u  Mopdonoruyeckas KapTHHA TOPAXEHUS T[0YEK HE TIO03BOJSET
muddepenuupoBath Ho3osorndeckue ¢Gopmel AAB. Bepuduxanuio Ho3010THUECKHX (OpM
3a00JIeBaHUs MPOBOJAAT C YYETOM OCOOCHHOCTEH BHEMOYEUHBIX MPOSIBIECHHUH, KOTOPBIE YIAaeTCs
BBIIBUTH Yy OonbiuHcTBa narmeHTtoB ¢ AHIIA-I'H. Kak npasuno, pazsutuio AHIIA-TH u AAB
B LIEJIOM COIYTCTBYIOT OOIIME CHUMITOMBI (CIa00CTh, CHIKCHHUE amIeTUTa, CHIKEHHUE MacChl
Tena >2 Kr, TMXO0pajKa, apTpalirui U MuaiTu ). Baenoueunsie nposiiennss AAB nonuMopGHbI
U CYIIECTBEHHO BAPBUPYIOT MPH PA3TMYHBIX HO30J0THUECKUX (hopmax 3aboeBaHus.

OrnuunrensHoit yeptoir ['TIA sBisieTcss pa3BUTHE TPaHyJIEMaTO3HOIO IOPAKEHUS
Bepxaux (BJIII) w HIWKHUX OTHCIIOB MABIXaTCIBHBIX TWyTEH, OpPOMTBI M OpraHa clyxa.
I'panynemaro3noe Bocnanenne BJIII kimuHMYECKH TPOABISETCI PUHUTOM C SI3BEHHO-
HEKPOTHYECKUMU U3MEHEHUSIMHU CIU3UCTON HOCA U IECTPYKTUBHBIM NPOIIECCOM B MPUAATOUHBIX
razyxax HOCa M HOCOBOM IEperopojke, 4To MOXKET MPUBOJIUTH K 3aTPYIHEHHIO HOCOBOTO
JBIXaHUs, OTIEJECHUIO TeMOpPparn4eckuxX KOpPOUEK WJIM THOSI U3 HOCOBBIX XOJIOB, HOCOBBIM
KPOBOTCUEHHUSIM, CHIDKEHHUIO OOOHSHUS © jAedopManmd Hoca («CEMTOBUAHBIA HOCY).
BoBneyeHne B MAaTONOTMYECKHH MpoIEecC Tpaxeu OBICTPO MPHUBOAUT K (HOPMHUPOBAHUIO
MOJICKJIaJJOYHOTO0 CcTeHo3a. [lopaskeHHe Jerkux MOXKET COIMPOBOXKIATHCS (OPMHUPOBAHUEM
MOJIOCTEH pacraga W MITKOTKaHHBIX oOpa3oBaHwid. I[lopaxenwe oprana 3penus npu [TIA
HOPUBOJUT K PA3BUTHUIO SIHCKIIEPUTA, TICEBAOOMYXO0IU OPOUTHI ¢ (opMHUpPOBaHHEM 3K30(TanbMa
Y BO3MOJKHOM MOTEpEil 3peHHs BCIIEICTBUE WILEMUHU 3pUTENbHOTO HepBa. [lopaxenue oprana
CIyXa MOXET CONPOBOXKIATbCS KIMHUYECKOW KapTHUHOW CPEAHEro OTHUTA, IOSBICHUEM
OTJENIIEMOTO U3 HapY’>KHOI'O CIYXOBOTO MpOXoja W ToJIOBHOM Oojbto. Bo3MoxkHO pa3Butne

KOHZLYKTHBHOﬁ n HCﬁpOCCHCOpHOf/'I TYrOyXOCTH. Bce 3t MMPOsABJICHUA MOTYT COYCTAThCA C
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TUMWAYHBIMA  CUMIITOMaMH BAacKyJIHTa MEJIKAX COCcyAoB — Au(dy3HBIM albBEOISIPHBIM
kposoTeuenuem, AHIIA-I'H, MHOKECTBEHHBIMA MOHOHEBPUTAMH U IIOJIMHEMPOIIaTHEN, KOKHOU
Iy pPIypOH U I3BAMHM.

st MITA xapakTepHO MopakeHUE KalWuISIpOB MOYEK, JIETKUX U Ipyrux opraHos. [Ipu
stoM, B ominure ot I'TIA, He pa3BuBaercs rpaHynemMaTo3Hoe BocnaieHue. [lopakeHue Jerkux
dbopmupyercss 'y 60-80% mammeHTOB M HamOOJIEE€ YaCcTO TPOSBISETCS aIbBEOJIUTOM,
XapakTepHbIMU CHMIITOMAMH KOTOPOTO SIBJIIFOTCS Kallellb, OJBbIIIKA W KPOBOXAapKaHbE,
BO3MOJKHO OBICTpOE pPa3BUTHE JAbIXaTENbHON HENOCTaTOYHOCTU. [Ipu peHTreHosiormyeckomM
UCCIIEIOBAaHUH BBIABIISIOT UH(OWIBTPATUBHBIC U3MEHEHHUS, JIETOUHBIN PUOPO3, peke — MpU3HAKU
BOBJICUEHUS IUIEBphl. BaxkHoit ocoOeHHOCThIO, oTimuaromern MIIA ot TTIA, saBusercs
OTCYTCTBUE MSTKOTKAaHHBIX 04aroB U NoJocTel pacnana B Jierkux. Kak u npu ['TIA, Bo3MoxkHO
OJTHOBPEMEHHOE pPAa3BUTHE TSXKEJIOr0 MOPAXKEHHs IOYEK U JIETKMX — IOYEYHO-JIErOYHOTO
CHUHJpOMa. BrIpaK€HHOCTh BOBJICUEHHUS JKU3HEHHO BaKHbIX opraHoB npu MIIA Bapsupyer ot
KpaliHE arpecCHBHOIO 1O CTEPTHIX BAPUAHTOB TEUEHUS C MENJIEHHBIM IPOTPECCUPOBAHUEM
MOPAYKEHMSI JIETKUX U MOYEK.

OTnnuutensHbIME - ocoOenHocTsaMu  DITIA  sBasiorcs  »o3unoduuus  >1,5%x10%n,
OpoHXHaJIbHAs acTMa U >03uHOMIbHAs MHeBMOHMA. Kak mpaBuio, mamueHtsl ¢ DI TIA umeror
JUTUTENIbHBIA aHaMHEe3 OPOHXHMAJIBHON aCTMBI, XOTSI B HEKOTOPBIX CIydYasX OHA Pa3BUBACTCS yKe
nocine nedroTa Backynauta. [IpM  pEHTreHOJOTWYECKOM HCCIEIOBAaHUM MOYKHO BBISIBUTh
MUTPHUPYIOIIME HHOUWIBTPATHl B JeTKUX. [10YTH y MOJOBHMHBI MAIMEHTOB BBISBIISIIOT IOJIAIO3
HOJIOCTH HOCA U CHHYCHUT. XapaKTepHbIM JIa0OpaTOPHBIM MPOSBICHUEM SIBJISIETCS JIEUKOLUTO3 C
so3uHouueit 6omnee 20%. Teuenne DITIA otnuuaercs npu AHIIA-mozutuBHOM 1 AHIIA-
HeraTuBHOM BapuaHTax 3a0oneBanus. [Iposienenus AHI[A-nosutuBHOro OITIA cxomHbl €
cUMITOMaMu Backyiauta Menkux cocynoB npu MIIA u I'TIA. AHIIA-HeratuBHbI BapHaHT
OI'TIA xapaktepu3yeTcs OOJBIIEH YacTOTOM KapJUOMHOTIATHH W MEHee OJIaromnpusTHBIM
IIPOTHO30M.

[Topaxxernne mouek y manueHTOoB ¢ AAB B nmeGrote 3a0oneBaHHMS MOXET MPOTEKaTh
0ecCUMIITOMHO, OJHAaKO 4YacTO COYETAeTCs C BHEMNOYEYHBIMU IMPOSBICHUSIMH, BbISBICHUE
KOTOPBIX MOKET MOMOYb Bpauy Cy3HUTh CHEKTp auddepeHnanbHo-11arHoCTUYeCKOro MOUcKa.
IIpu cOGope anamHe3a W ocMOTpe mamueHTOB ¢ momo3penneM Ha AAB/AHIIA-T'H cnenyer
00paTUTh BHUMaHHUE Ha CJIEIYIONIUE KAIOOBI:

e nepudepuuecKrue OTeKH,
e yMeHbUICHHE 00beMa OTAeNIEeMO MOYH,

® HM3MCHCHHC IIBCTA MOYH.
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CYHIGCTBGHHOG S3HAYCHUC B JHArHOCTUKC HMMCCT COYCTAHUC IIPHU3HAKOB IIOPAKCHUA

INOYCK C CUMIITOMAaMH, YKAa3bIBAIOIIMMHU HAa BHCIIOYCYHBIC ITPOABICHUA 3a6OJI€BaHI/I$I, TaKHEC KakK:

60]'[1/1 B MbIIIIaX U CYCTaBaX,

JTUXOpajKa,

CHIDKEHHE MACChI TEJa,

reMopparndeckasi KOXHasl ChIllb,

6011 B 00y1acTH JMI1A, HOCA, OPOUTHI,

KPOBSTHUCTOE WJIM THOHHOE OTACIIIEMOE M3 HOCOBBIX XOJIOB,
OJIBIIIIKA,

Kalllelb,

KPOBOXapKaHbe,

CHIDKEHHE CTyXa,

HApyHICHHUC YYBCTBUTCIBHOCTHU KHCTEH U ap.

OCMOTp NalueHTOB C IMOJO3PCHUEM Ha AAB c¢ IMOPAXXCHUCM TIIOYCK JOJIKCH OBITh

HallpaBJICH HA BBIABJICHHUC IIPU3HAKOB MMOPAXKCHUA PA3JIMYIHBIX OPTraHOB U CUCTEM, B CBA3H C YCM

B HCTO uenecooGpasﬂo BKJIIOYHMTH CIICAYIOIINC MAHUITY TSN .

U3MEpPEHHUE MACChI TeJla U POCTa (CHUKEHUE MACCHI Tella);

U3MEpEHNE apTEPUAIBHOTO AAaBJICHUS (apTepUalIbHAs TUIIEPTEH3US);
TepMOMETpUs (JINXOpAJIKa);

OCMOTP KOXKHBIX TIOKPOBOB (IypIypa, SI3BBI, CETYATOE JIMBEIO) W BHUIUMBIX
CIIU3UCTHIX (53BbI, TPaHyJIEeMATO3HBIN («KJIYOHUYHBIN ) THHTHBUT);

OIIEHKA NIepU(EePUIECKUX OTEKOB;

OCMOTp TJ1a3 (9k30(pTanbM, UHBEKIUS KOHBIOHKTHUBBI U CKIIEPHI);

OCMOTp JIMIIA JUIsl UCKITIOUEHHUs JlehopMaliu JTUIEBOTO CKesleTa («CeII0BUIHbIIN
HOC), mNajbnanmuss B OOJaCTH TMPOEKUMHM MPUAATOYHBIX Ta3yX Hoca JUId
UCKITIOYEHHS 00JIE3HEHHOCTH;

OCMOTp ¥ Taublanus Tepudepruueckux CcycTaBoB (OOJIE3HEHHOCTh TpH
naJblalyy, MPUIYXJIOCTh CyCTaBOB);

ayCKYJIbTallUsl OPTaHOB I'PYTHOM KIIETKH (KpENUTaLIHs )

najxbnamnus )XKUBoTa (00JIE€3HEHHOCTD MPH TMAJIbIIALINH).
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2. JImarnocTuka

3200J1eBaHUs,

MEAUIINHCKHEC NNOKa3aHus n

MPOTHBOIMOKA3aHUA K IPUMEHCHUIO METO/I0B TMAIrHOCTUKH

BBenenue

Jlo HacTosiero BpeMEHM BaIWIWPOBAaHHBIC JIHAarHocthudeckue kpurepun AAB He

paszpaboransl. Knaccuduxannonnsie kpurepuu ['TIA u OI'TIA, npeayioxkeHHble AMEpUKaHCKON

koJuterueit pesmatosioro (AKP) B 1990 1, Obut co3manbl 4151 IPUMEHEHUS, B TIEPBYIO OUepe/Ib,

B HAy4YHBIX HCCIICJOBAHUAX, HO HE B KIMHHYECKO# mpaktuke (tadi. 2).[36,37] Kpome Toro,

kputepun AKP B HacTosimee Bpems IMPEACTaBISAIOTCS HECOBEPLICHHBIMH C YYE€TOM

NPOM3O0IIEANIeH ¢ MOMEHTa WX NPHHATHS SBOJIONMU TpeacTaBiieHnid 06 AAB. KpymHoe

uccnenoBanue 2017 r mokaszano, 4To YyBCTBUTEIBHOCTD U ceUPUUHOCTD KpuTepueB AKP miis

I'TIA u DI'TIA cymiecTBeHHO CHU3WIACh 3a mociennue aecstuwierus.[38] Tloatomy peraroriee

3HadyeHnue B guarHoctuke AAB m AHIIA-T'H mmeer TmarenbHOe 0OCII€IOBaHME IMAIlUCHTA C

BBISABIICHUCM XAPAKTCPHBIX KIMHUYCCKUX CUMIITOMOB, a4 TAKKC W3MEHEHHMI npu J'I8.60paTOpHOM u

HHCTPYMCHTAJIbHOM O6CJ'IC,[[0B3.HI/II/I.

Taoauua 2. Knaccupuxannonnsie kpurepun I'ITA u IOI'TIA, npenno:xkennsie AKP

Ho3onornueckas | Kpurepun Kinnuko-iabopatopHsie,

(popma PEHTreHOJI0THYeCKUe Mop(oJIornyecKune
NPOSIBJICHUS

ITIA Bocnanenne Hoca wu | SI3BBI B IIOJIOCTH PTa; THOMHBIE WIN KPOBSHUCTBIE

MIOJIOCTH pTa

BBIJICJICHUA U3 HOCA

N3meHeHns B Jnerkux
npu
PEHTTEHOJIOTUYECKOM

HCCIIEI0BAaHUU

V3enku, tHQWIBTPATHI WIH MOJOCTH B JIETKUX

HUccaenoBanne Mmoun

I'ematypus (> 5 SpUTPOIMTOB B TOJIE 3PEHHUS)

WM SPUTPOLUTAPHBIC IIUHAPHI B 0CAJKE MOUH

JlaHHBIC OHoTICHH

I'panynemMaro3Hoe BocHajieHHE B CTEHKE apTepHUU
WIN B MEPUBACKYJISIPHOM M 3KCTPABACKYISIPHOM

MIPOCTPAHCTBE

Hannuue 2 u OGonee kputepueB MO3BoJsieT KiaccuduuumpoBath 3abosieBanue kak [TIA ¢

qyBCTBUTENBHOCTHIO 88%* (65,6%**) u cnienmpuunocThio 92%* (88,7%**)

OITIA

BpOHXI/IaJ'IBHaSI acTMa

3arpyqHeHue JbIXaHusd Wik TudQy3HbIE XPUIBI

IIPpH BBIOXE
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D03uHOPHITHs

ceoie 10% o011ero KornuecTsa JeHKOIIUTOB

MoHo- u | MonoHelponarus, MHO>KECTBEHHAas

MOJIMHEUPOIaTHS MOHOHENPONATHS WIH MOJIUHEHPONATHS 10 THUILY
Nep4YaTOK WIH 9yJIOK

Murpupyromue Murpupyrompe WM OpexXOoIsIiue JEroYyHbIe

JIETOYHbIE MHQUIBTPATHI, BBISBJISIEMbIEC pu

UH(UIBTPATHI PEHTTEHOJIOTMYECKOM HCCIIEI0BAHNN

[TaTosorus bonp uau peHTreHOJIOrnYeCcKue U3MEHEHUS

NpuAATOYHbIX  I1a3yX

HOCa
SKCTpaBaCKy'J'IHpHaH CkoIuieHne 303I/IHO(1)I/IJ'IOB BO BHECOCYAUCTOM
303HHO(1)I/IJ'II/I${ IMPOCTPAHCTBEC 110 JaHHBIM ouorcuu

Hannure 4 u Gojee KpUTEpHEB MO3BONsET KiaccuduimpoBars 3aboneBanue kak DITIA ¢
qyBCTBUTENBHOCTHIO 85%* (57%**) u ceruduaroctsio 99%* (99,8**)
* B opuruHasibHOM Koropte 1990 1,

**p xoropre npoekra DCVAS 2017 r

BBuny orcyrcrBus kinaccudpukannonusix kputepueB AKP mms MITA B 2007 r Obum

TAKXXC TIPCAJIOKCHBI KPUTCPUH, MO3BOJIAIOMIMC BBIACIUTH JKBUBAJICHTHI (CyppOF aTHBIC

KPUTEPHUH) MAaTOJIOTMYECKHUX MPOLIECCOB, 00YCIOBICHHBIX HEKPOTH3UPYIOIINUM BACKYJIUTOM WIIH
rpaHyyieMato3HbiM BocrnaienueM (tabn. 3) [39,40]. Hamuume cypporaTtHbIX KpUTEpHEB

BAaCKyJIuTa B OTCYTCTBUC IIPU3HAKOB I'paHyJI€MaTO3HOI'0O BOCITIaJICHUA IIO3BOJISACT

KJIaccupuIMpoBaTh 3a0oieBanne kak MITA.
Ta6suna 3. CypporatHbie KpUTepHH IPaHYJIeMaTO3HOTO BOCHAJIEHHsI U BACKYJIHTA

(c m3menenusimu mo Watts et al[39])

Kpurepuu rpanynemarosa Kpurepun Backymura

I'panynemaro3Hoe BocmajgeHue 10 JaHHBIM | [TopakeHne modex:

ouorncuu; . COYETaHUHU c

remMarypus B

Croiikue (>1 wmec.) uHPUIBTPATHI/y37IbI B MPOTEUHYpUEH WIH 0€3 MPOTECUHYPHH;

JIETKUX C pacragom, O6p&30BaHI/IeM MoJIOCTEH °

THCTOJIOTNYCCKasa KapTUHa

Y/UIY CTCHO3UPY IO SHI0OPOHXMT, OJIMTOMMMYHHOI'0O HEKPOTU3UPYIOIIETO

[Topaxenue JIOP-opranos, oprana 3peHusi: riaoMepysionepputa (¢ MOTYIyHHIMA

® KPOBSHHUCTOE OTACIIEMOe W3 Hoca >1 i 0e3 HUX).
MEC., AI3BBI CIITU3UCTON HOCA, ] BaCKmeT MHMKPOCOCYAOB MHTECPCTHULIHA

L4 XpOHI/I‘{eCKI/Iﬁ CHUHYCHUT, Cpe,[[HI/Iﬁ oTuT | BHEnoueyHbIe MMPOSABJICHUA BACKYJIUTA:
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WM MacCTOMIUT >3 MecC.; ® KOKHBIM BAaCKYJIUT;
® TICEBJOOIYX0JIb OPOUTHI; ® DIUCKIIEPHUT;
® TOJCKJIaIOYHBIN CTEHO3 TPAXEH; ® MHOECTBEHHBIII MOHOHEBPHUT
e «cemnoBuAHas» naedopManus  HOCa,

JIECTPYKTUBHBIN CUHYCHT.

AHIA-TH sBnsiercs manbonee vactoir BITHC Bo B3pocmoit momysisiud U HEraTHBHO
BJIMSIET HE TOJIBKO Ha IOYEYHYIO BBDKMBAEMOCTh NanueHToB ¢ AAB, HO M Ha mNporHo3
3aboseBanus B 1ei0M.[41,42] OaHako BBISBIEHHE KIMHHYCCKUX M Ja00OPAaTOPHBIX CHMIITOMOB
NOpaXeHHUs IOYEeK Yy TAaleHTOB C YycTaHOBIEHHBIM AAB He sBiseTcs JOCTaTOYHBIM
ocHoBaHueM s nuarHoctuku AHIIA-T'H Bue 3aBucumoctu ot Hanmuusa AHLIA B uupkyasumu.
Heob6xonuma mopdonoruueckas Bepudukaims nuarnoza AHIIA-I'H y 6onpimnHCTBa NAIIMEHTOB
C KJIMNHMYECKUMHU TIPU3HAKAMU  BOBJICUEHHUS TOYEK, HE HMEIMUX aOCOMIOTHBIX
MPOTHUBOTIOKA3aHUH K BHITIOTHEHHIO Hepobuomncuu. [43]

Mopdonoruueckass kaptuHa AHIIA-I'H  o6siyHO  coorBerctByer Il Tumy
IKCTpaKaMWIIAPHOTO TaoMmepynoHeppura. OCHOBHBIMH THUCTOJOTUYECKUMH MpHU3HAKAMU
AHIIA-TH sBnstoTes ¢pokanbHO-CETMEHTapHbIH (GUOPUHOUAHBIN HEKPO3 KaMMUIIPOB KITyOOUYKa
U apTepHUoJI, SKCTPAKAMWIISAPHAS Npoiudeparys ¢ KICTOUHbIMUA W/WIH (UOPO3HO-KIETOUHBIMU
MOJIYJIYHUSIMA B aKTHBHOW (a3ze OOJIe3HH MPU OTCYTCTBUHM WM HE3HAYUTEIHLHOM OTJIOKEHHH
HMMYHHOTJIOOYJTMHOB M KOMIUIEMEHTa B TKaHu nouku (Tadi. 4). Hapsay ¢ rimomepyssipHbIMU

n3MeHeHusmu, npu AHIIA-T'H BeipakeHbl HHTEPCTUIMAIBHBIE U COCYAUCTHIE U3MEHEHHUS.

Tabnuna 4. OcHoBHbIe MOpdoaornyeckue nposisiaenus AHIA-I'H

I'nomepynsipHbie H3MEHEH Usl

AKTHBHBIE XpoHu4YecKue U3MEeHEeH sl
MesanruanbsHas npoaudepanus CxuiepoTuueckue
DHAOKAMWUISIPHAS TUIIEPKIETOYHOCTD ['moGanpHbIHi CKIIEpO3
Hexkpo3 kanuisgpHbIX NETeNb CermeHTapHbIN CKIIEpO3
dopmupoBaHue KJIETOYHBIX OuOpOo3HBIE MOTYITyHUS

MOJTYJTY HUA
PaspriBel kancysibl boymena CuHexun MeXNy 3MUTEINEM KalCyJibl

Y KallWIISPHBIMU NETIISIMU

TyOy10MHTEepCTHIMABbHbIE H3MEHEeHHSA
AKTHBHBIE XpoHnvecKue U3MeHeHHs
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TyOynur ATpodus xaHaIbIIEB

Pazpymenne bM kanasnblieB WNuTepcrunmanbaetii Gudpos
Kiterounas UHQWIBTPaIHs
WHTEPCTHUIIHSA c npeobiiaianuemM

MO TUMOP(HOSICPHBIX JTEHKOIIUTOB

I'panynemsbl

[TepuTyOynsspHBIA KaMWJIISIPUT

Cocyaucrbie M3MeHeHUst

AKTHBHbIE XpoHnUyecKue u3MeHeH sl
HekpoTuzupyromue ApTepuockiepos
DHIapTepuuT ApTepHOIOrHaIMHO3
Knerounas napunbTparms [lepuBackynsipHbIi CKIEPO3
Tpomb03

FpaHy.l'IeMaTO?)HLIe MOBPCIKIACHUA

2.1 ’KaJ100L1I M aHAMHE3

Ocoboro BHMMaHMS  3aciHy>XMUBAIOT JKaJoObl  MAIMEHTOB, yKa3blBaloOIIMEe Ha

OJTHOBPEMEHHOE BOBJICUECHHUE PA3JIMUHBIX OPTAHOB U CUCTEM (CM. paznen 1.6).

2.2 duznyeckoe 00caeT0BAHNE

OcHoBHOI LEJIBKO OCMOTpPa MAHUCHTOB SABJISACTCA BbIABICHUC CUMIITOMOB, YKAa3bIBAOIIIHUX

Ha OJIHOBPEMEHHOE BOBJICUEHHUE PA3JIMUHBIX OPTAHOB U CUCTEM (CM. pasnen 1.6).

2.3 JIaGopaTopHAasa IHATHOCTHKA

e VYV Bcex mamueHtoB ¢ nogo3penneM Ha AHIIA-T'H wim uzBectHeim  AHIIA-TH mb1
pexoMeHAyeM TpOBEeACHHE JIabOpaTOPHOM JOUArHOCTUKM B  0a30BOM oObeMe,
NpeayCMOTPEHHOM pekoMeHaausiMu 1o XbBII, 1y BBIABICHHS TMOpPaKEHUSA TMOYEK,
OIICHKHM BBIPQXEHHOCTH M MOHUTOPUPOBaHMS AUCHYHKUIUU MOYEK, a TAKXKe BBISIBICHUS
CHCTEMHOM BOCIHAIUTEIbHOM peakiiuu. [44]

YpoBenb yOenureabHocTM  pekoMeHaauuid C  (YypoBeHb  JI0CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KommenTapuii: [enpto 1abopatopHoro oocieoBanus sIBJISICTCS BBIABICHUE PU3HAKOB
MOpaXeHUs MOYeK (M3MEHEHHsS MOUYEBOTO OCajika, MPOTEUHYPHSs), OLIEHKA COCTOSIHHUS (YHKIMU

nouek (kpeatunuH, CK®, kanwii), a Takxke nposiBieHuil BocnanuTenbHoil peakiuu (COD, CPB).
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B knuHuueckux pekoMenaanusax «Xponuudeckas 6one3np nouek (XbII)» 2021 roma peranbHO

OTPaAXCHBI MOAXOAblI K JUATHOCTHUKC MOPAXKCHHA IOYCK, KOTOPBIC MOJHOCTBIO NPUMCHUMBI JJIA

maruenToB ¢ AHITA-TH.

e Bcem mnammentam c¢ mnonospenueM Ha AHIIA-TH ™Mbl pexkomenayem npoBOAUTH
uccienoBanue ypoBHsa C3 ¢pakiuuu KoMIuIeMeHTa U uccienoBanue ypoBHsa C4 ¢pakuuu
KOMIUIEMEHTA JIJISl OIICHKHM aKTUBHOCTH U TIPOTHO3a 3a0o0sieBanust. [45-47]

YpoBenr yOeauTelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeIbCTB — 3)

KommenTapuu: ['unokommieMmeHtemus (MpeuMyIiecTBeHHO 3a cueT C3 KOMIOHEHTa, HO
uHorna u 3a cuer C4) HaOnrofaercs y 4acTH MalMeHTOB ¢ AAB u mo JIaHHBIM OTIENBHBIX

UCCIIeIOBAaHHI CBUACTENBCTBYET 0 HeOmaronpusTHoM nporHoze AHIIA-I'H.

e Jlnsg nuarHocTuku 3a0oJieBaHusl BceM marpeHTtam ¢ mogo3peHneM Ha AHIIA-TH mbr
PeKOMEeHIyeM IPOBEICHHUE OMNPEACIICHUE COJEpP)KaHUS aHTUTEN K LUTOILIa3Me
HEUTPOUIOB B KPOBHU: KOJIMYECTBEHHOTO ompenaeneHus u tunuposanus [Ip3-AHLIA u
MIIO-AHIIA meTonoM HUMMYHO(EPMEHTHOTO aHajiu3a, a IMPH HEBO3MOXHOCTH €ro
BBITIOJTHEHHUSI WJIM OTPUIATENIBHOM pE3yJbTaTe€ y TMAalKUEHTOB C BBICOKO BEPOSITHBIM
nuarHosom AAB — ompexeneHue TUTpa HUTOIUIA3MAaTHUECKUX WU MEPUHYKICAPHbBIX
AHIIA B peakuuu Henpsimoii uMmyHoduroopecuenimu (PHUD).[48]

YpoBeHb  yOeqUTEJLHOCTH pexkoMeHaanuii A  (YpoBeHb JOCTOBEPHOCTH
A0Ka3aTeNbCTB —2 1)

KomMmentapun: AHIIA ynmaercst BbIsIBUTE y O0onbImnHCTBA manueHToB ¢ [TIA, MITA u
n3zonupoBaHHbIM AHIIA-T'H, a taxke nmoutu y nonosunsl nauueHTos ¢ DI TIA. Kpome toro, tun
uupkynupyromux AHIIA orgyactu ompenenser oCOOEHHOCTH TeUeHUs 3a00JIeBaHUS U PUCK
peuuauBoB (Beime y manueHToB ¢ [Ip3-AHIIA). B cBssu ¢ stum uccnenoBanne AHIIA
MOKa3aHO BCEM MalueHTaMm ¢ nojao3penneM Ha AAB/AHIIA-TH.

OnyOmukoBanueiii B 2021 T MeTa-aHamW3 MOATBEPIWI BBIBOJBI IMPEAIICCTBYIOIINX
nccieaoBanuii o Tom, uto MDA sBiseTcs 60see mpearnodTUTEIbHBIM CKPUHHHTOBBIM METOI0M
st BeisiiacHus [Ip3-AHLIA u MITO-AHIIA, yuem PHU®.[48] CoriacHo MeXmayHapOmIHOMY
KoHceHcycy mo ompeaenennto AHIIA HamOosblneld AUAarHOCTMYECKOW IEHHOCTHIO 00Jamaer
tunmupoBanue AHIIA k npotennase-3 u muenonepokcugaze merogom MDA ¢ KonMuecTBEHHbIM
ONpENENICHHEM,  KOTOpPO€  TOBBIIIAET  BEPOSATHOCTh  MNPaBWIBHONW  UHTEpPIpETaluu

pesynbrara.[49,50] HccnenoBanue crieayer MpOBOAWTH 1O CTaHIAPTH30BAHHOW METOJIUKE B
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JUIEH3UPOBAHHON 71a00paTopu, a B ONMCAHUM PE3YJbTATOB JOJDKHBI OBITH IMPEICTABIICHBI
CIIMHHUIIBI I3MEPEHUsI U pedepeHcHbIe 3HaueHus. [51]

Ucnons3zoBanue PHUD® nns onpenenenuss AHIIA B03MOXHO, OJHAaKO 3TOT METO.
ycrynaer DA, BBuay Oosbleli BapuaOEIbHOCTH pPE3yJIbTaTOB M MEHBIIMX IOKa3aTenen
YYBCTBUTENBHOCTH U creimpuanoctu.[52] Kpome Toro, aBTOpHI MPOJEMOHCTPUPOBAIH, YTO
onpeneneane AHIIA wmeromom UW®DA obnagaeT BBICOKMM TIOKazaTelieM OTHOIICHUS
MPaBIONIOA00HS TONOKUTEIBHOTO pe3yibTaTa, To ecTh BhisiBinenue [Ip3-AHIIA u MITO-AHIIA
CYIIECTBEHHO MOBBIIIAIOT BEPOSATHOCTh Hanmnuuss AAB y mamuenra (B 20-70 pas), y KOTOpOro
[0/I03PEBAIOT ATOT JAMATHO3 HA OCHOBAHUU JIPYIMX NPOSBICHUU. B TO ke BpeMs 3TOT aHAIN3
XapakTepu3oBajics 0ojee HU3KUM TOKa3aTelieM OTHOILIEHHS MpaBAONoA00Ms OTPULATEIHLHOTO
pe3ynbpTaTa: OTpHULATENbHbIN pe3ynbrar aHanu3a Ha [Ip3-AHIIA u MIIO-AHLIA B 1,7-7 pa3
YBEJIMYMBAET BEPOSTHOCTh OTCYTCTBUA AAB.

Cnenyer nonumatb, uto AHIIA He sBISIOTCS NAaTOrHOMOHMYHBIM Juisi AAB
UMMYHOJIOTHUECKUM (DEHOMEHOM, U B PSJI€ CIy4aeB MOTYT OBITh BBISIBIEHBI y TAIIUEHTOB C
XPOHUYECKUMHU HH(EKIIMOHHBIMU 3a00JIeBaHUAMH, BKIIOYas WH(EKIMOHHBIM SHAOKAPIUT U
TyOepKyse3, BOCHAIUTENbHBIMUA  3a00J€BAaHUAMU  KUIIEYHHKA, TPU  OHKOJOTHYECKHX
3a0oyieBaHMsIX M Ha ()OHE mNpUeMa HEKOTOPBIX JIEKAPCTBEHHBIX npemnapaToB. I[lpu 3TOM
MIOJIOKUTENBHBIM pe3ynbrar aHanu3a Ha AHIIA B oTCyTCTBHE KIMHMUYECKHMX IPOSIBICHUN HE
03BOJISIET AuarHoctupoBatb AAB. A oTpuuaTenbHbIA pe3yibTaT aHaAW3a y MaLMEHTOB C
XapaKTEePHbBIMH KJIMHUYECKUMHU TPOSBICHUAMU H/WIUM MOPQOJOTHYECKUMHU H3MEHEHUSIMHU HE

SIBIISIETCA OCHOBAHUEM [JTS1 UCKITFOUEHUA AruarHo3a AAB.

e Jlust OICHKM AaKTUBHOCTH 3a00JIeBaHUS BO BpEeMsS WHAYKIMA PEMHCCUU U
He)KeJIaTeNbHbIX siBJIeHMH Tepanuu naunueHtam ¢ AHIIA-T'H mbl pexomenayem
PEryJSIPHO OCYIIECTBIIATH MOHUTOPHHT COCTOSIHHS HE PeXe, YeM Kaxble 2-4 Hell., a
NPH €€ JOCTIDKSHHS - Kaxple 1-3 Mec. B T€UEHHE NIEPBOTro T'oJia, 3aTeM — KakKble 6
Mec. C UCIIOJIb30BAHUEM CIIETYIOIIUX UCCIEI0BAHMIA:

o o0mmi (KIMHUYECKHUI) aHallu3 KPOBU Pa3BEPHYTHIN, WCCIEAOBAHUE YPOBHS
KpeaTuHuHa B KpoBH, pacuerHbie 3HaueHuss CK® mo ¢opmyne CKD-EPI,
001 (KTUHUYECKUN ) aHATM3 MOYH,  HCCIIEAOBaHUE YPOBHS C-
PEaKTUBHOTO OelKa B CHIBOPOTKE KPOBU — Ha KaXKIAOM BHU3UTE OMpeJeicHHE
AKTUBHOCTH acraptaraMuHOTpaHcepassl u AKTUBHOCTHU
aTaHMHAMUHOTpaHCc(epa3bl B KPOBH, UCCIEAOBaHUE YPOBHS TIIOKO3bI B KPOBU

o [41][53-55][60,61] [62-64]

o
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o

YpoBenb  ybOeaureabHocTH  pexkoMeHgaumuii C  (YypoBeHb  J0CTOBEPHOCTH
A0KA3aTeIbCTB — 5)

Kommentapun: KomriekcHast orieHKa COCTOSIHHS TIAIIMEHTA JOJDKHA OBITH MTPOM3BEACHA
Bpa4oM-HE(PpPOJOTOM Ha KaXKIOM BH3HTE IAllMEHTa B KIWHHKY, IOCKOJBKY 00OCTpeHHUE
3200JIeBaHMS ¢ BOBJICYCHHEM HOBBIX OPTaHOB M CUCTEM MOYET Pa3BUBAThCS B JTI000E BPEMs, UTO
MPUBOJUT K TMOCTETIEHHOMY HAKOIUIGHHWIO HEOOpaTUMBIX TMOBPEXKIEHHE OpraHoB U
cucrem.[54,56,57] OO6beM M YacTOTa BBIMOJHAEMBIX HCCICIOBAHUN TOJKCH OIPEACISTHCI
WHJIMBUIYalIbHO B 3aBUCHUMOCTH OT XapakTepa TedeHHs 3a00JeBaHUS U HE HCUEpIIbIBACTCS
NEePEeYUCIICHHBIMH  TMOKa3zarensiMu. Kpome TOro, B TMpakTHUKE CIEIyeT HCIOJIb30BaTh
CHelranbHble HHCTPYMEHTHI (IIKaibl), pa3paboTaHHble 1751 OOBEKTUBHON OIEHKH aKTHBHOCTHU
3aboneBanus (BVAS v.3) u Hakomienus Heooparumbix nospexaenuii (VDI), npu Hanuuuu y
Bpaya COOTBETCTBYIOIICH MOATOTOBKH. [58,59] 311 MHCTPpYMEHTBI Mpe/ICTaBICHBI T/1e-HUOY b7

KomrmnekcHast olleHKa COCTOSIHHS MAallMeHTa JOJKHA MPOBOJMTHCS HA Ka)XXIOM BH3HUTE B
KIIMHUKY, TIOCKOJIbKY HEXKelaTelbHbIC SIBIICHUS Tepalii MOTYT Pa3BUBAThCS KaK B MEPBBIC JTHU
MocJie HaJyalla IeYeHHsI, TaK U 4yepe3 HECKOJIBKHUX JIET Mmocie ero 3aBepiieHus. O0beM U yacTtoTa
BBITIOJIHAEMBIX HCCIEIOBAHHUNA JIOKEH OMNPEACNIThCS WHANBHIYAIbHO B 3aBUCUMOCTH OT
0COOEHHOCTEH TPOBEEHHOTO JICUCHHUS U HE HUCUEPIILIBACTCS MEPEUUCICHHBIMH TOKA3aTCIISIMHU.
PekoMeHyeTcss TIO BO3MOYKHOCTH HCIIOJIB30BaTh B IMPAKTUKE CHEIHMATbHBIE WHCTPYMEHTHI,
paspaboTanHble U1t OOBEKTHBHOM OlleHKH HeoOpaTtumbix noBpexaenuit (VDI), npu nanmuun y
Bpaya COOTBETCTBYIOICH MOATOTOBKH. [59]

UccnenoBanne OAK u MapkepoB HUTOIW3a MO3BOJSET HCKIIOUUTH HEKEJIATEIbHBIC
sBieHuss  Teparmu  murocraTukamu.[60,61]  Ocrtpas  riuyOokas — WIM  XpOHHYECKas
MIPOTPECCUPYIONIas JICHKOTICHUST MOTYT OBITh OCHOBAHMEM JIII KOPPEKIMU WM BPEMEHHOTO
MPEKpAIIEHUs] TePalMK  IIMTOCTATHKAMHU. TakXe KOPPEKIHs 103 MpernapaToB MOXKET
MOTPeOOBAThCS MAMEHTAM C BBIPOKEHHBIM CHIDKCHHUEM a30TBBIICIUTEIIBHON (QYHKIMH TOYEK.
Jleuenne 'KC** y yacTu maimMeHTOB MPUBOJUT K PA3BUTHIO CTEPOUIHOTO CaxapHOTO auabera,
JUTSE UCKITIOYCHUSI KOTOPOTO TIOKa3aH PEryJIsipHbIil KOHTPOJIb riukeMun. [41] Llenpto peryaspHoro
KOHTpOJIsI OOILIEro aHaliu3a MOYHM SIBISIETCS B TOM YHWCIE BBIABICHUE MOPAXKEHHS CIH3UCTON
MOYEBOIO  My3blpsl Yy  MAUEHTOB,  MOJYYAalOIIUX  WIA  [OJYy4YaBHIMX  JIeUCHHE

ukiopochamugom**.[62—-64]

e [lammenram ¢ AHIIA-T'H MBI pekomeHayemM OCYIIECTBISATh DPETYJSPHO INPOBOIUTH

oTpeieTICHNUE CO/Iep KaHusl aHTUTEI K IUTOIIa3Me HelTpoduioB B kposHu - [Ip3-AHIIA
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u MITIO-AHIJA metonom MDA ¢ kKonudecTBEHHBIM ONpEEIeHUEeM — Kaxkabpie 3-4 mec.

JUTSI IPOTHO3UPOBaHKsT 000CTpeHuit 3200 eBanus. [65]

YpoBenb yOenurTelbHOCTH pexoMeHaaumii B (ypoBenp  gocTroBepHOCTH

A0Ka3aTeabCTB — 1)

B mera-ananmmze 2012 r ObUTO YCTAHOBIICHO, YTO COXPAHEHHE TOBBIIICHHOTO YPOBHS
AHIIA B pemMuccnn WMeEET  OIPEACIICHHYIO  IPOTHOCTHUYECKYIO  3HAYMMOCTh  IIpHU
MPOTHO3UPOBAHUKM PEIUIUBOB 3aboseBanus.[65]. XoTs mepcHCTHPOBAHHE MOBBIIIEHHOTO
ypoBHs AHIIA B peMuccun uiau ero HapacTaHue ObUIO aCCOIMUPOBAHO C MOBBHIIICHHEM PHUCKA
pazButusa oboctpenuss AAB, 3Tu npu3HaKW HENIb3s CUUTATh €IUHCTBEHHBIM SKBHUBAJICHTOM
obocTtpenus 3aboneBanus. J[MarHo3 mocienHero TpeOyeT TIIATEIbHOIO0 MOHUTOPHHIA IPYTUX

KJIMHUYECKHX MPOSBIIEHUI 3a001eBaHms.[66,67]

e Msbl pekoMeHAYeM TIPOBOJWUTH OLIEHKY KOHLEHTpaluu HMMyHornooynuHa G
nauueHtaMm ¢ AHIIA-T'H, nonyyatommm eyeHne puTykcuMadoM™* mepes KaxIbiM
KypCOM JIEUEHHs NIpenapaToM U yepe3 4 Mec. Iocie ero NpoBEAEHMs, a Y TallUEHTOB
C YacThIMU HMH(EKIMOHHBIMU OCJIOKHEHUSIMH — Ha PETyJSIpHOW OCHOBE, C IIEJIbIO
CBOEBPEMEHHOTO BBISIBJICHUS ¥ KOPPEKIMHU runoramMmmariooyinuaemun. [68,69]
YpoBenbr  yOenuTelbHOCTH  pexoMeHaammii B (ypoBens  gocroBepHOCTH
JA0KAa3aTeJbCTB — 4)
KomMmentapuu: Pa3Butue runoramMmariioOyJTMHEMHUH aCCOLMHUPOBAHO C MPUMEHEHHEM
H® u PTM, a ero BepoOSTHOCTh 3aBHUCHT OT KyMYJSTHBHOW J03bI TpemnapaToB [68].
I'mnorammarno6mynaemMusi pa3suBaetrcs y 34% MalMeHTOB ¢ CHUCTEMHBIMH ayTOMMMYHHBIMH
3a00J1€BaHUSIMH, TOJTYYaAIOUMH PUTYKCUMa0™*, a puck ee (popmupoBaHus Haubojee BBICOK
OpU  JIOCTWKEHHHM KyMYJISTHBHOW 1036l >0 T1.[69] Tlpu BbIsSBICHHHM BBIPOKCHHON
runorammariiooymuaemun (IgG < 5 /1) crmeayer pemmrth BOMPOC O HEOOXOAMMOCTH €€

KOPPEKIUH ¢ moMoIIbio peryisipHoro Beeaenus BUI (0,2-0,4 r/kr kaxabie 3-4 Henenw).

2.4 HNHCcTpyMeHTAaJIbHbIE JHATHOCTHYECKHE HCCIeT0BAHUA

e Mpbrl pexomenayem Bcem mnamueHram ¢ AHIIA-I'H npoBoauTh JIHAarHOCTUKY
MHTEPCTHIMAIIBHOTO TOPAXEHHUS JIETKMX C NMPUMEHEHHEeM O030pHON peHTreHorpadun
(nomenknatypa) u KT nerkux BbINOJHEHHE KOMIBIOTEPHONW TOMOrpaduu OpraHoB
TPYJIHOM MOJIOCTH AJIS AUATHOCTUKU M OLEHKU MPOTHO3a MOPAKEHUS JETKHX B paMKax

AAB.[39,70] Zhou P, Ma J, Wang G. Impact of interstitial lung disease on mortality in ANCA-associated vasculitis: A

systematic literature review and meta-analysis. Chron Respir Dis. 2021 Jan-Dec;18:1479973121994562. doi:
10.1177/1479973121994562. PMID: 33605150; PMCID: PMC7897823.
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YpoBeHb  y0equTeJILHOCTH  pexkoMeHAanuii 2  (YpOBeHb  JOCTOBEPHOCTH
A0KA3aTENbCTB — A)

Kommentapun: IlopaxeHue Jerkux sBIsSeTcs OJHHMM M3 NPOTHOCTUYECKH Haubosee
HeOJMaronpusTHeIX TnposiBieHuid AAB, yacTo mnpoTekaeT OeCCUMITOMHO WM CO CKYyAHOM
KJINHAYECKOW CHMIITOMAaTHKOW, IIPU 3TOM HEPEJIKO COYETAaeTCsl ¢ MopaxkeHuem nodek. B MA
UCCIICIOBaHUM, B  KOTOPBIX  HMHTCPCTULUUAIBHOEC  IOPAXCHHE  JIETKMX  BBIABIISUIM
PEHTIeHOJIOTMYECKMMU METOJaMHU , MOCIeAHee ObUIO HETaTUBHO ACCOLMHUPOBAHO C IMPOTHO30M
cMepTHOCTH. PeHTtreHorpadus rpyaHoil KjaeTku o6jgagaeT MeHblIed HHPOPMATUBHOCTHIO, UEM

KT.

e Mpu pexomenayem namuentam ¢ AHI[A-T'H, nonyuarommm neuenne ['KC**, ne
pexe OJTHOTO pas3a B roj MPOBOAUTH PEHTITEHOJIEHCUTOMETPHUIO MOSICHUYHOTO OTJENa
MO3BOHOYHMKA M MPOKCHUMAIBHOTO OTAena OeIpeHHOW KOCTH C IEJbI0 DPaHHEro
BBISIBIICHHS U OLICHKH ITPOTPECCUPOBaHUs 0cTeonopo3a. [56]

YpoBenb  yOenureabHocTH  pexkoMeHaanuii C  (YypoBeHb  JOCTOBEPHOCTH

0Ka3aTeIbCTB — D)

KommenTapmii: J{nuTenbHbIl NpUEM TITIOKOKOPTUKOWIOB, a Takke paszBurue XbII
MOBBIIIAIOT BEPOATHOCTH PA3BUTHS OCTEONOPO3a, KOTOPHIM MPU JIJIUTEIBHOM HAOJI0ACHUN
BoIIBISIIOT ¥ 14,1% mnanuentoB ¢ AAB.[56] Ornenky pucka M JHarHOCTHKY OCTEOIOpO3a, a
TaK)K€ JICUCHHE IPU YCTAHOBJIICHHOM JHAarHo3€ CJEAyeT IPOBOIUTH B COOTBETCTBUH C

I[Gf/iCTB}HOHII/IMI/I KIIMHUYCCKUMHU PCKOMCHAALIUSMHU.

2.5 Unble JAUMATHOCTHICCKHEC UCCJICI0BaAHUA

e Pexomenayercs BceMm nanueHTam c¢ nogosperueM Ha AHIIA-I'H Oe3ornararensHo
BBITIOJTHATh ~ OWOTICHMIO TIOYKHM C  TPOBEACHHEM  MAaTOJIOTO-aHATOMHYECKOTO
WCCIIEIOBAaHUS  OWOMCHWHOTO MaTepuasa, B TOM 4YHCJIE C TPUMEHEHHUEM
UMMYHOTHCTOXMMHYECKUX METOJOB, C LIEIbI0 BEepUPHUKAIMKU TUArHO3a M OLIEHKU
nporuo3sa.[71,72]
YpoBeHb yO0eaUTEJbLHOCTH PeKOMeHIAluii A (ypoBeHb 10CTOBEPHOCTH
A0Ka3aTeJIbCeTB — 1)

KommenTapun: Mopdonornueckoe uccieoBaHHE OCTaeTcs 30J0ThIM CTaHAAPTOM
nuarHoctukn AAB u  AHIIA-TH. HccnemoBanue TKaHM IIOYKH oOnafgaeT OoJbIIei
JMarHoCTH4YeCKoi 3HaunMOoCThio (91,5%), ueM OHONTATOB CIM3UCTON BEPXHHX JIBIXATEIBHBIX

nytei (53%) u Jerkux, MOJXYYEeHHBIX NPHU TpaHCOpoHxMambHOU Omorcun (12%).[73-75] Ilpu
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5TOM  BBITIOJIHEHUE IMyHKIMOHHON HePpOoOHOICMH TOJ  YJIBTPA3BYKOBBIM  KOHTPOJIEM
aCCOLIMMPOBAHO CO CPABHUTEIBHO HHU3KUM pPHCKOM pPa3BUTUS  OCJOKHEHWH, BKJIIOYas
KpoBoTeueHust [76].

buorncus nouyky Ba)kHa HE TOJIBKO C AUATHOCTUYECKOM, HO U C MPOTHOCTHYECKOW TOUKH
3perns. CoBpemenHas mopdonorndeckas kinaccuduxamust AHIIA-TH paspaborana c 1enbio
(dopManm30BaTh MPOTHOCTHYECKOE 3HaueHue HedpoOwuorcuu [77]. B ee OCHOBY MOJI0XKEHO
COOTHOIIIEHUE MEXIY TMOTEHIHAIBHO OOpaTUMBIMU OCTPHIMU ((DUOPUHOUIHBIN HEKPO3,
KJIICTOYHBIE TIOJNYJIYHHS) ¥ HEOOPAaTUMBIMHU XPOHUYECKUMHU ((HUOPO3HBIC TOJYITYHHS )
TUCTOJIOTHYECKUMH HM3MEHEHMSAMH B MOMEHT MaHudectammu Oonesnu (tabmn. 5). JlaHHas
KJIacCU(UKAIMs MO3BOJIAET NPeCcKa3aTh 1- U 5-JIETHIOI MOYEUHYI0 BBKUBAEMOCTh OOJIBHBIX C
AHIIA-CB (ycraHoBineHa cBsa3b Mexay pacuetHoi CK® u kmaccamu knaccudukarmu yepes 1
ron u 5 net Tedenus ['H) u MokeT UMeTh HE TOJIBKO MPOTHOCTUUECKOE 3HAUCHHE, HO U MIOMOKET
OTIpEJICINTh MHTEHCUBHOCTh MIMMYHOCYIIPECCUBHOM Tepanuu. B meta-ananuze 16 uccnegoBaHuii
¢ yvactiueM 1945 mnammeHtoB, KoTOphIii mpoBeau Huang et al, GbiI0 MOATBEpPXkICHO, YTO
MOYEUHBIM NporHO3 mnpu ckieporudyeckoM kinacce AHIIA-I'H nocroBepHo Xyske, 4em npH
(dokanbHOM KIJlacce, HepuTe C TMONYJIYHUSIMH U CMEIIAHHOM KJacce, OJHAKO MPHU ITOM
MoYeyHasi BBDKUBAEMOCTh B TPYIaX MAalMEHTOB ¢ HEPPUTOM C MONYIyHHSIMH U CMEIIAHHBIM
kiaccoM comocraBuma [71]. B uccnenoBanun 2020 r takke ObU10 MokazaHo, 4To 10-meTHssS
MOYEYHAsl BBKMBAEMOCTb ObLIa COTIOCTABMMA y TIALIMEHTOB CO CMEIIAHHBIM Ki1accoM Hedpure u
HEPPUTOM C TONYJIYHHSIMH, TPUA OTOM Pa3IUuUsd MEXAYy JPYTUMH KilaccaMH ObUIH
J0CTOBEPHBI.[72]

Ta6nuua 5. F'ucronatonornyeckas kiaaccupukamus AHLA-T'H (Berden et al)[77]

Knace OcHOBHbIE KPUTEPUH

doxanbHBIH > 50% HOpMAaNBHBIX KITyOOYKOB

C nonynyHusiMu > 50% Ki1y00UYKOB C KJIETOUHBIMU MOJTYTyHUSIMU

CwmeraHHbIN < 50% HOpManbHBIX KIIyOOukoB, < 50% c mosynyHUsIMH, <

50% c rmo0aabHBIM CKIEPO30M

Cxnepornueckuii > 50% ri106anbHO CKIEPO3UPOBAHHBIX KIyOOUKOB

Cy1ecTBeHHOE BIUSIHHE HA TIOYEYHYIO BBDKHBAEMOCTh OKa3bIBAIOT MApAMETPhI, KOTOPHIE
HE YUHTHIBAIOTCS B Kiaccudukanuu Berden et al: nons HensmMeHeHHBIX KIy0OYKOB B OHomTaTe, a
TaK)Ke BBIPAXKEHHOCTh TYOyJIOMHTEpCcTHIHAIBHOTO (hubpo3a. B 2018 r Brix et al. npemoxunu
HOBBI MHJEKC MHTETPAJIBHOW OIEHKU IPOTHO33, B KOTOPOM YUYHTHIBACTCS JOJS COXPaHHBIX
K1yOOUYKOB, BhIpaXeHHOCTh aTpodun KaHanblieB 1 CK® Ha momeHnT obcnenoBanus — ANCA

renal risk score (Ta6n. 6) [78]. Cymma GamnoB, paBHast 0, COOTBETCTBYET HU3KOMY PHCKY, 2-7
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OamnoB — cpenHemy, 8-11 Bbicokomy. IlokazaTenu modeyHoOil BbDKHMBaeMOCTH uepe3 36 Mec.
Habmrotenust OpuTH paBHbl 100% B rpyrime HU3KOTO pucKa, 83-84% B rpyIme cpeHEro pUcKa 1
22-32% B Tpymme BBICOKOTO pHcKa. JlOCTOBEpHBIE pa3zmuyus TIoKa3zaTelel IMOYedHOM
BBDKMBAEMOCTH MEXAy TpYyNIIaMH pHUCKa OBUTM TIOATBEPXKICHBI M B  IMOCIETYIOMINX
pabortax.[72,79]

Ta6muma 6. ANCA renal risk score

011 HeM3MEeHEeHHbIX KI1y004YKOB baaabl
NO (>25%) 0
N1 (10%-25%) 4
N2 (<10%) 6
ATtpodus KaHAJIbIEB " ¢pudpo3
HHTepPCTULMA

T0 (<25%) 0
T1 (>25%) 2
CK® Ha MOMEHT YCTAHOBJICHUSI AUATHO3a

GO (>15 ma/mun/1,73 M%) 0
G1 (<15 ma/mun/1,73 M?) 3

e MbI pekomenayem nanventam ¢ nogo3penreM Ha AHIIA-I'H npoBoauts HeoOxoaumoe
noo0OcimenoBane B pamMkax — aud@epeHnmanbHO  TUArHOCTUKU C  JIPYTUMU
3a00JICBaHUSIMU,  KOTOPBIE  MOTYT  COTPOBOXKAAThCS ~ Pa3BUTHEM  OCTPOTO W
OBICTPOTPOTPECCUPYIOTIIETO HEe(QPUTHIECKOTO CHUH/IpOMA, BO n30exaHue
JUArHOCTHYCCKHUX OMIMOOK M Ha3HAYCHUS aIcKBATHOTO JieucHus.[42]

YpoBenb yOenureabHocTH  pekoMeHaauuid C  (ypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KommenTapuu: Ha nomo AAB mpuxoautcs 6omee monoBuHbl Becex ciaydaeB BIII'H Bo
B3pocioit momyssiu  [42]. OmHAako CXOJHOE TEYEHHE IOYEYHOro mpolecca ¢ OBICTPO
HApAaCTAIOIUM yXyAlleHHeM (QYHKIMM I[OYEeK MOKHO HaOMIoAaTh MPH JPYTHX CHCTEMHBIX
3a00/1€BaHMSIX COCJUHHUTEIBHOW TKaHU. B cBA3W ¢ 3TuM B chektp auddepeHnuanbHo-
JUArHOCTUYECKOTO TMOUCKA CIeAyeT BKIIOYUTH CIEAyrolIue Ho3oioruu: antu-bMK 0onesns,

KpHUOTJIOOyNTMHEMUYEeCKUI BacKysnuT, |gA-Hepponatusi, BOJYAHOUHBIM HEPPUT, Y3EITKOBBII
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NOJMAPTEPUUT, TIEPBUYHBIE ¥ BTOPUYHBIE (OPMBI TPOMOOTHYECKONH MHKpPOAHTHONATHN
(TpomOOTHYECKasT TPOMOOIIMTONICHUYECKAsl IypIlypa, ATUIHYHBIA TEMOJIUTHKO-YPEMUYECKUN
cuaapoM, STEC-remonmuruko-ypemudeckuii cuaapom, ADPC-HedponarTus), mopaxeHne Mmouex,
aCCOLMMPOBAHHOE C TIeMO00JIaCTO3aMHM, MapaHEOIUIACTUYECKUM CHHAPOMOM, CHUCTEMHBIMU

uHpexpsMu (MHOEKITMOHHBIHN dHI0KapauT).[55,80]

e [lpu oTCyTCTBUM JOCTATOUYHBIX PECYPCOB Ui 0OCIEeIOBaHUS MAIMEHTOB C MOJI03PEHUEM

Ha AAB/AHIIA-TH ™Mbl pekoMeHIyeM HampaBisiTh WX B MNPOGUIBHBIC IICHTPHI,

MMEIOLIME OIBIT BEICHUS MalMeHTOB ¢ AAB i CBOEBPEMEHHOW JMArHOCTUKUA M

ncuenus 3aboneBanus.[44,81]

YpoBenb  yOeaurenbHocTH  pekoMenaamuii. C  (YpoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — )

KommenTapun: AAB — penkoe 3aboneBanue, KOTOpOe XapaKTepu3yeTcs MoIuMophHOMA
KJIIMHUYECKOM KapTHUHOW. [IpM 3TOM TSKECTh COCTOSIHMS MalMEHTa M MPOTHO3 JJISl JKU3HU U
3/10pOBbBS, A, KaK CIEICTBUE, U TAKTUKA BEJCHUS, MOTYT OMPEACISATHCS HE TOJIBKO BOBICYEHUEM
MOYEK, HO M JIPYTMX OPTaHOB: JIETKUX, TPaXeH, OPTaHOB 3PEHUSI U ClIyXa, HEPBHOW CHUCTEMBI,
KEIyJJOYHO-KHIIIEYHOTO TpakTa M Jp. B cBsI3u ¢ 3TUM o0coboe 3HaueHHWe mprodOperaer
MYJbTUAUCIUIUIMHAPHBIA MOAXOJ, MPU KOTOPOM TAaKTHKa BEJECHUs NAallMeHTa OINpeaeisercs
COBMECTHO BpayaMH pAa3IMYHBIX KIMHUUECKUX creruanbHocTe. [lpuHuMas BO BHHUMaHuUE
XPOHUYECKUI XapakTep 3a00JIeBaHMsI, BO3MOKHOCTh Pa3BUTHSI 0OOCTPCHUN M HEXKEIaTEeIbHBIX
SIBICHUH UMMYHOCYIIPECCUBHOM TEpaIinu, CIyCTs MHOTO JIET MOCTe JOCTH)KCHHUS PEMUCCHH, a
TaK)K€ OIPAHUUYEHHBIN ONBIT OOJBUIMHCTBA Bpauell B OTHOIIEHUHU 3TOM rpymIiibl 3a00JIeBaHU,
MPEACTABISACTCA OMNMpPaBJAaHHBIM BEJCHUE TMAIMEHTOB B COTPYJIHHUYECTBE CO CHEIHUATUCTAMU

npOoQHIBHBIX IeHTPOB.[81]

e MbI pekoMmeHayem BceM mnamuentaM ¢ AHIIA-I'H npoBoauTh OLIEHKY TSKECTH TE€UYEHHUS
3a0omeBadnsd ¢ wHcnoie3oBaHneM mmKanel EUVAS u wmmmekca BVAS ¢ nensro
OTIpeNIeNICHNsT MPOTHO3a 3a00JICBaHUS W ONTHUMAIBLHOTO 00BheMa MMMYHOCYIPECCHUBHOM
tepanun.[82,83]

YpoBeHb  y0eauTeIbHOCTH pexkoMeHgamuid B (ypoBeHb  10CTOBEPHOCTH
A0Ka3aTeIbCeTB — 3)

KommenTapmii: IIpoBeaeHne MMMYHOCYIIPECCUBHOM TepanuM IO3BOJISIET COXPAHUTh
JKU3Hb TAIMEHTA M NPEJIOTBPATUTh HEOOpATUMOE MOBPEXKIACHHE OpraHoB-MullieHerd npu AAB,
OJIHAKO CONPSIKEHO C BBICOKUM PHUCKOM Pa3BUTHSI TSIKENIbIX HEXKeNaTeIbHBIX siBIeHUU. C 11eNbio

pean3anuu InepCoOHAIMUM3UPOBAHHOTO IIOAX0Ja K BLI60py CXCMBI JICUCHUS ITAlIUCHTOB C AHHA-
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I'H n noctmxeHuss ONTHUMAIBHOIO COOTHOIIEHUS PHUCKA M MOJB3bl OT IMPOBOJAMMOW TEpanvu
NPEJCTaBIAETCS 1IE€JIeCO00pa3HbIM OINpeneaeHue TskecT TeueHus AAB ¢ ucnoib3oBaHueM
CYIIECTBYIONIMX HWHCTPYMEHTOB u ompeneneHwit. C atoir meneto EUVAS B 2009 T Oblna

npeioxena kareropusaims AAB 1o crenenu Tskectu (Tab:. 7).[82]

Ta6numa 7. Xapakrepuctuka AAB B 3aBucumoctu ot TsizkecTr 60s1e3uu (EUVAS, 2009)

Kareropus Onpenenenue Kpeatunun
BaCKYJIUTA CBIBOPOTKH
Jlokanu3oBaHHEBIN [Topaxxenne BJIII win HWKHUX OTHENIOB <120 MKMOJIB/II

pecnupaTOpHOrO TpakTa 0e3 CHUCTEeMHBIX

HpOHBHeHI/Iﬁ niin O6H.[I/IX CHUMIITOMOB

Pannuii cuctemusiii | JltoOble mposiBIeHuss 0e€3  yIpOXKaroliero <120 MKMOJIB/IT

JKU3HU IMMOPAKCHUS OPTraHOB

I'enepanusoBannblii | Tskenoe mnopakeHHMe MOYEK WIM APYTHX >120 - <500
’KU3HEHHO BA)KHBIX OPraHOB MKMOJIB/TI
Tsoxenbrit «IloueyHass HeZOCTAaTOYHOCTHY» WIH TSXKEJI0e >500 MKMOJIB/TT

NOpaXEHNUE APYIUX OPraHoOB

PedpaxrepHsrit [Tporpeccupytomasi 605ie3Hb, HE OTBEYAIOIIAS JIro60e 3HaueHHe
Ha cra"gaptHyro Tepammto  [KC**

mukodochamugom

B wunmekce BVAS k mnpuszHakaMm, CBUACTEILCTBYIONIMM O TSDKEIOM (OpPraHO- WIIH
XKHU3HEYyTpokaroniem) teueHnn AAB B nmebrore winu mpu obocTpeHnr 3a00J1eBaHMsI, TTOMHMO
ypoBHs kpeaturnHa >500 MKMOJB/II, OTHOCAT HapacTaHue ypoBHs kpearnHuHa Ha >30% ot
ucxoxanoro win cHiwkeHne CK® na >25% oT MCXOAHOTO, TaHTPEHY, MOPAKECHUE CETYATKH
(Backysut, TpOM0O03, IKCCY1aT, KPOBOU3IUSHUS ), HEUPOCEHCOPHYIO TYTOYXOCTh, KPOBOXAapKAHbE
(anmpBeosIsIPHOE KPOBOTEUEHHUE), IBIXATEIbHYI0 HEIOCTAaTOYHOCTh (TpeOYIOIIyI0 MPOBEIEHUS
WCKYCCTBEHHOM BEHTHJISILIUU JIETKHUX ), A0IOMUHAJITUH UILIEMHYECKOTO XapaKkTepa, CTEHOKapAUIo,
KapJMOMHOIATHIO, OCTPOE HAapyUIEHHE MO3TOBOTO KpPOBOOOpAIEHHS, MOPaKeHUE CIIHUHHOTO
MO3ra, Mapajuy YepernHO-MO3TOBBIX HEPBOB KM MHOYKECTBEHHBI MOHOHeBpHUT. Kpome ToroO,
BbICOKOE€ cyMMapHoe 3HadeHne BVAS accouuupoBaHo ¢ HeOJaronpusiTHBIMH HCXOJaMHU
3aboneBanus [83].

[TockonbKy CyIIECTBYIOIIHME MHCTPYMEHTBI MpEAHA3HAYEHbl JUISl OLEHKU TSHKECTH
tedeHust AAB B 1ieniom, Mbl IipeJIaraeéM UCIOJIb30BaTh CIEIYIOIUe KINHUYECKUE ONpPeesIeHUs

JUIs OPUEHTHUPOBOUYHON oleHKH TsixecTd AHLIA-T'H:
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e AHIIA-T'H nerkoro Teuenust —0e3 npusnakos bITHC, koHnenTpaius kpeaTHHIHA
B cbiBOpoTKe <120 MkMons/1, pCK®D >60 min/mun/1,73 M2,

e AHIA-TH CPEIHETSIKEIOTO TEUCHUS - pa3BUTHE OCTpOTO W
OBICTPOTPOTPECCUPYIOMIETO HE(PPUTUIECKOTO CHHAPOMA, KOHIIEHTpAIMsl KpeaTHHUHA B
ceiBopoTke 120-400 MKMOJTB/J1, OTCYTCTBHUE IMOKA3aHUN K 3aMECTUTEIIFHON TIOYSTHON TepaIThH.

e AHIIA-T'H Tsxenoro TedeHHsS - pa3BUTHE OCTPOTO MM OBICTPONPOTPECCHPYIOIIETO
He(DPUTHIECKOTO CHHIPOMA, KOHIEHTpAIMS KpeaTHHHUHA B CHIBOPOTKE >400 MKMOJB/T W/WIU

MOKa3aHMsI K 3aMECTUTEIIbHOM TOYEYHOU TepaIvu.

e Mnb pexomenayem nanueHtam ¢ AHIIA-TH nepexn Hawamom  Tepanuu
muroctatukamu 1 I'KC** mpoBoauTe CKpUHHMHT Ha XpoHudeckuii rematutr B, BUY-
UHPEeKLUIo, TyOepKylie3 C ULenbl0 MNPO(QUIAKTHKH  TSKENBIX  000CTpEeHHi
MH(EKIIMOHHOTO Tpolecca Bo BpeMst JeueHus. [84]

YpoBenbr  yOenurTeabHOCTH  pexkoMmenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

0Ka3aTeILCTB — D)
Kommenrapun: HHpumpoBaHHble MAalMEHTHl JOJKHBI OBITh B CPOYHOM TIOpSIAKE
KOHCYJIbTUPOBaHbl MH(PEKIITHOHUCTOM, TIOCKOJIBKY MPOBEICHUE NMMYHOCYTIPECCUBHOM TEparuu

BO3MOJKHO JIUIIb IIPpU OJHOBPCMCHHOM HA3HAYCHHUH 3TUOTPOIHOTO JICHCHHS.

e [lammenram ¢ remaTypuedl HEYTOYHEHHOM JTHOJIOTUM B PEMHUCCUM, paHee
HOJy4YaBIIUM [HKIO(pochaMua™™*, Mbpl peKoMeHAyeM MpPOBOAHTH H000CIe0BaHHE
JUTSL ICKJTFOUEHHST aCCOIMUPOBAHHOTO TOPAKEHHS CIIM3UCTOW MOYEBBIX MyTeH (B T.U.
paka Mo4eBoro my3bips).[62,63,85]

YpoBenbr  yOeauTelbHOCTH pexoMeHaammii B (ypoBenb  gocTroBepHOCTH
0Ka3aTeIbCTB — 3)

KommenTtapuu: IIpumenenne LD acconmmpoBaHO C MOBBIMIEHHBIM PUCKOM Pa3BUTHS
reMOpparm4eckoro  MUCTHTA W paka  ModYeBoro  my3bipsa.[62,63,85] Ilpu  sTOoM
NEPEXOJHOKICTOUHBIH pPAaK MOXET pPa3BUThCA, CIYCTsI Kak MecsAllbl, TaK M TOJAbI IOCIe
npumMeHeHus: mukiaodochamuna*™*. Puck y Kypspx NAlMEHTOB CYIIECTBEHHO BBIIIE, YEM Y
HEKYpsLIMX, B TOM YUCII€ U IIPU NPUMEHEHUU CPaBHUTEIBHO HU3KUX 103 LUKIo(ochamuga™*.
B cBi3u c 3TUM BBISIBIEHUE TeMaTypuM, MOATBEPKIEHHOH IPU MHUKPOCKOIHYECKOM
UCCIIeI0BaHUHU, IPUUKHBI KOTOPOW HESACHBI, SIBIISIETCS OCHOBAHHUEM /U1l KOHCYJIBTALMK ypoJiora ¢

LCJIbIO PCHICHUS BOIIpOCa O I[OO6CJ'I€I[OB3.HI/II/I, B T.4. BBIIIOJIHCHHUH ITUCTOCKOIINH.
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e Msl pexomenayeM Bcem namuentam C AHIIA-I'H perynsapHO NpoBOAUTH OLEHKY
(GaKkTOpOB pHCKA CEPIEYHO-COCYJIHUCTBIX W BEHO3HBIX TPOMOOIMOOIIMYECKUX
OCJIOYKHEHHH JJIsi CBOEBPEMEHHOTO X BbIsiBIeHHs.[44,86,87]

YpoBeHb  yOenuTeNILHOCTH  pekoMeHaamuii A  (YpoBeHb  [IOCTOBEPHOCTH

0KA3aTEIbCTB — 2)

KommenTapun: AAB, xak u Jpyrue XpOHHYECKHE BOCHAIHUTEIbHbIE 3a00JeBaHus,
aCCOIMMPOBAHBI C TOBBIIIEHHBIM pPHCKOM cepacuHo-cocyaucthix (CCO) W BEHO3HBIX
TpoMOo3MOoIHUeckux ocnoxkueHuii (BTD0), yacTtoTa KOTOPHIX MPH AIUTEILHOM HAOJIIOACHUH
moskeT gocturath 14% u 8% coorBerctBenHo. [87-90]

B wMera-amanuse, BriarodaBmeM gaHaele  Oomnee, ueM 14000 mammeHToB, OBLIO
YCTAHOBJIEHO, YTO CpeAM MNanueHToB ¢ AAB puck pas3BUTHS BCEX CEpAEYHO-COCYIUCTBIX
coObITHi BbIlle Ha 65%), umemuyeckoi O6onesnu cepnaua — Ha 60%, a nepeOpoBacKyIAPHBIX
coobitnit — Ha 20%.[86] CymecrBennsiii Bkiaang B paszsutue CCO BHOCAT OBICTpOE
NPOrPECCUPOBAHUE aTEPOCKIEPO3a M BBICOKAs PACHpPOCTPAHEHHOCTh JUCIMIIMIEMUU Y
nanpenToB ¢ AAB. Kpome Toro, nomonnutenbHbIMU (akTopamu pucka CCO sBiastorcs
crapmmid Bo3pact, auactonmdeckas Al um HocurenbctBo [Ip3-AHIIA [89,91-93]. Onnako
NPECTABISAETCS ONpaBIaHHON KOMIUIEKCHAs OLIEHKa BCeX TPaaMUHUOHHBIX (akTopoB CCO y
nammenToB ¢ XbII, Bkimtouas KypeHue, caxapHblil auader (pacrpocTpaHeHHOCTh npu AAB 1o
10%) u ap., ¢ mocneayoIeH afeKBaTHON X Koppekuueit.[44]

Pa3zButie BTOO accouunpoBaHo, B IEPBYI0 OUEpEb, C BBICOKON aKTUBHOCTHIO AAB 1
gare BCEero MPOUCXOJUT B TEUCHHE MEPBBIX 6 Mec. Ooyie3Hu. TpaauiroHHble (HaKTOpPhl pUCKa
BTO0, 3a uckinroueHneM MIMMOOMIN3AIMY, 110 BCEH BUAUMOCTH, UTPAIOT MEHBUIYIO POJb, YEM B
obmeit nomynsiimu. Cieayer OTMETUTh, YTO M0 JaHHBIM KPYIHOT'O KOTOPTHOTO HMCCIEI0BaHUS
camkenne CK® menee 15 mn/mun/1,73 M2 6bul0 oHMM M3 Haubolee 3HAYUMBIX (AKTOPOB,
acconuupoBanHbix ¢ pazsutueM BTOO y manmenroB ¢ AAB.[88] Ioaxoabl K CKpUHUHTY U
npodunaktuke BTOO mpu AAB 10 Hacrosuiero BpeMeHH He pa3paboTaHbl M JOJKHBI

pacCMaTpuBaTHCA HHAUBHUAYAJIBHO Y KaXXI0I'0 IMalueHTa.

3. Jleuenue

BBenenue

[Iporno3 renepanuzoBanHbix (opm AAB B oTcyrcTBHE JedeHHS — KpaiiHe
HeONMaronpusITeH — MeAuaHa MPOJOJDKUTENBHOCTH KU3HH 0€3 JIeYeHHs] COCTaBIISIET MeHee 6
mec.[94] MmmyHOCyTIpeccuBHAsE Tepamusi B IMOJHOM OObEME IOKa3aHa BCEM MaIMeHTaM ¢

AHIIA-TH.
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OtnotponHast tepanusi AAB He pa3paboTtana. B ocHOBe MaTOreHETHYECKOW Teparmuu
JEKUT MHCIIOJIb30BAaHUE PA3JIMYHBIX KOMOMHAIMM HMMYHOCYIIPECCUBHBIX NpENnapaToB Ui
MO/IABJICHUS TATOJIOTMYECKOI0 HMMMYHHOTO oTBeTa. Bwimensior ase ¢dasbl jeuenus AAB:
WHAYKIMIO PEMHCCHU M MOJJepkKaHue peMuccuu. Llenbio MHAYKIMOHHOW Tepamuu SBIsSETCS
OBICTPOE TMO/IaBJIEHWE AKTUBHOCTH HMMYHHOTO BOCHAJE€HHUS M KIWHUYECKUX MpPOSBICHUN
3a0oneBaHusi, T.€. JOCTIKeHHE pemuccud. lloanepkuBaroliee JiedeHHE HaMpaBiIeHO Ha
NPeJOTBpallleHHe 0OOCTPEHUH Y MalMeHTOB, AOCTUIIIMX PEMHCCUHM, U OOBIYHO IPOBOJMUTCS B
TE€YCHHUE JJINTEIBHOIO BPEMEHH, B CBSI3M C YEM IPEANOYTCHHE OTIAIOT MEHEE arpeCCHBHBIM
CXeMaM JIeYeHHs1 ¢ IPUMEHEHHEM MEHee TOKCHYHBIX MpernaparoB B OoJsiee HU3KHX Ao3ax. [lpu

pasBuTuu peuuansa (o6octpenusi) 3a00eBaHus BHOBb IPOBOT KYpPC UHAYKIIMOHHOM TEparnuu.

3.1 UuayKumMoHHAs Tepanus

¢ Mzsi pekomennyem BceM nanuenraM ¢ AHIIA-I'H nerkoro, cpeqHETSKENOTO U TAKEIOTO
TEUYEeHUs Uil  MHAYKUUM ~ PEMHMCCHMM  NPOBEJACHUE  COYETAaHHOM  Teparuu
rimokokoptukoctepougamMu** (FKC**) u muknodpochamunom™* (LD):

o B pexuMme myJibc-Tepanuu B 1o3e 15 mr/kr (e 6onee 1400 mr Ha unHpy3Hio0; 3
UH(]Y3UU C MHTEPBAIOM 2 HEAETH, MOCIEAYIOUIMe — C MHTepBaJoM 3 HeH., C
KOppEKLHEeH 10 BO3pacTy U (PyHKIMH MOYEK) B TEUEHUE 3-6 Mec.,

o WIW IPU HEBO3MOXKHOCTH BHYTPUBEHHOTO BBEJCHHUS — MIEPOPATBHO B J103€ 2 MI/KT
(ue 6omee 200 mr/cyT, ¢ KOppeKIuel mo Bo3pacty u (QyHKIMH MOYEK) B TCUCHHE
3-6 mec. [95]

YpoBeHb  y0eaUTEJbHOCTH  pexkoMeHIaumuii A  (YpoBeHb  JOCTOBEPHOCTH

A0Ka3aTeabCTB — 1)

e Mpsi pexkomenayem BceM nanuentaM ¢ AHIIA-T'H nerkoro, cpeqHeTsKenoro U TAKeI0ro
TEYEHUs] NMPH HEBO3MOXKHOCTH WJIM TIPU HENEPEHOCHMOCTH BHYTPHUBEHHOTO BBEICHHS
NPOBEJCHUE COYETAaHHOW  Tepamuu  DIIIOKOKopTHKOocTepoumamu®*  (IKC**) nu
nepopaabHbIM nuKiIodochamuaom™* (LID) aus uaaykimu pemuccun [98]

YpoBenb yOenurteabHOCTHM  pexkoMeHaamuidi B (ypoBeHb  [10CTOBEpPHOCTH
0Ka3aTeJIbCTB — 2)

Kommenrapuu: CoueraHHas Tepamnusi TirOKOKopTukoctepougamu** (1 wmr/kr/cyt B
riepecyere Ha npeaHn30J0H**, HO He Gosee 80 Mr/cyT, mepopalibHO) H IHKI0hochamurom™** (2
MI/Kr/cyT, HO He Goiiee 200 Mr/cyT, nepopanbHO) UCHOIB3YeTCs JUIsl HHAYKIMU peMuccun AAB
¢ 1970-x 71r.[96] Mo wnHawama 1990-x r1r. OonbmMHCTBO Oo0JBHBIX AAB momydanu

uknopochamMun** Ha MPOTSHKEHUH, KAaK MUHUMYM, | TOJa, a TaKkkKe Moce KaXI0TO peluanBa
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3abosieBanus. B CBA3M ¢ 3TUM KyMyJISITHBHAas 1032 IHKIopochamuaa** oObIYHO ObUIa KpaiiHe
BBICOKA, YTO CYIIECTBEHHO TOBBIIIATO PHUCK pPAa3BUTHA T'€MOPPAruueckoro IHUCTUTA,
OHKOJIOTMYECKUX 3a0ojeBaHMil (B TMEpBYIO Ouepeab, paka MOYEBOTO IMy3bIpsi) U
MHUCIIOAMCIUIA3MH, a TakXKe HapylIeHud penpoAykTuBHOM ¢yHknuu.[85,97] DT10 cramo
OCHOBaHMEM JUIsl W3yYeHHWs BO3MOXXHOCTH TIPUMEHEHHsS BHYTPUBEHHBIX  HH(DYy3mit
nukinopochamMmuga** B pexume mynbc-repanuu. Merta-aHanus 3 uccienoBanuil ¢ yuactuem 143
MalMeHTOB T0Ka3aj, d4YTo TMpuMeHeHWe nukiopochamMmuna™* B pexume MyJbC-Tepanuu
COMPSIKEHO ¢ 0O0JIbLIEH BEPOATHOCTBIO JOCTHKEHHS PEMUCCUU U JOCTOBEPHO MEHBIIMM YHCIOM
HE)KeJIaTeIbHBIX SIBJICHUH, YeM NepopaibHblii npueM mnpenapara.[95] CxomHble pe3ynbTathl
ObLTH TIOJTy4eHBI B paHgomuszupoBanHoM ucciaenoBanun CYCLOPS |, B koTopoM mpuMeHEHHE
miknodochamuga** B pexkume MyJbC-Tepanud, HECMOTPS Ha Oojiee HU3KYIO0 KyMYJISITUBHYIO
no3y npemnapara (8,2 r npotus 15,9 1), He ycTynana npoJoKUTEIbBHOMY IEPOPATbHOMY NPUEMY
kinopochamuna*™™ mo BpeMEeHH AOCTIDKEHHUS PEMHCCHM, MOKas3aTeiasiM oOled M Mo4YeuHOM
BBDKMBAEMOCTH (HECMOTPSI Ha HECKOJIBKO OOJIBLIYIO JIOJII0 PELHIMBOB 3a00JIEBaHUs B TPYIIIIE,
MOJTy4yaBIIed MyJbC-TEPAINUI0) U, B TO XK€ BpEMs, CONPOBOXKIAIACH CYIIECTBEHHO MEHbIINM
PUCKOM pa3BUTHS HEXEJIaTeNbHBIX siBIeHUN Tepanuu.[98] B cBs3u ¢ 3TM npoBeieHne Tepanuu
mukiiopochamunoM™™ B mepopanpHOil (popMe B HacTosiliee BpeMs TNPEACTABIACTCS MeHee
NPEINOYTHTEIBHBIM y OOJBIIMHCTBA MAUUEHTOB ¢ AAB U J0MKHO OBITH 3ape3epBUPOBAHO IS
CUTyallMii, B KOTOpbIX TpeOyeTrcs YCWIEHME MMMYHOCYNpecCUBHOW Tepanuu. llpu
IUIAHUPOBAHUM JICUCHHUS TAKXKE CJeIyeT NPUHATh BO BHHUMAHHUE, 4YTO pPAJ MEIUIMHCKHX
accoluanyil peKOMEHAYeT OTpaHUYUTh MAKCHUMAaJbHYIO KyMyJsiTUBHYIO0 na03y LD (3a Bcro
H3Hb nanuenTa) 25 r[99].

Hambomnee  mpeamodTUTENbHBIM — TPEACTABISAETCS  MPOBEIACHHE  ITyJIBC-TepaIiu
nukiIopochamMugoM™™* B 103€ 15 MI/KT B/B Kall. C HHTEPBAJIOM 2 HEJleJIU MEXKAY NMEPBbIMU TpeMs
uHy3usiMH, 3areM — C uHTepBasioM 3 Hen. OOmas MpoJOKUTENBHOCTh JICUCHHS
mukinodochamumom™**  He momkHA TpeBBmaTh  3-6  Mec. YMEHBIIEHHE OKCKPEIHH
nukiodochamumaa** y manmeHTOB €O CHMKCHHOW (DYHKIIMEH IMOYEK, a TaK)Ke MOBBIIICHHBIN
PUCK Da3BUTHs HEXKEJIATENIbHBIX SBICHUNH LUTOCTATUYCKOW Tepamuu, B IEPBYI0 O4YEpElb,
MH(EKIIMOHHBIX OCJIOKHEHUH Yy MALUMEeHTOB CTaplLIero BO3pacTa, OOOCHOBHIBAET KOPPEKLHIO
J03BI IIpernapara npu JeueHnn 3Tux rpymn nanueHToB (Taom. 8).[98] B xkiuHuYeCKOM MpaKkTHKeE
nepByio MHOY3u0 HuKinodochamuga** HepeaKo NPOBOAAT C BBEJAECHUEM YMEHBIIEHHON J103bl
(ma 30-50% Hmwke pacyeTHOM) JUIs OLEHKH mepeHocuMmocTu. [lepopanbHblii  mpHEeM
mkinopochamuna®™™ mpeacraBiasieTcs MeHee MPENNOYTUTENBHBIM U JIOMKEH HPUMEHATHCS

HCKIIOYHUTCIBHO IIPU HEBO3MOXKXHOCTU BHYTPUBCHHOT'O BBCIACHUA WU CO6JHOI[CHI/I}I YKa3aHHBIX
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UHTEPBAJIOB MEXIy HWHQY3USIMU, a TakKe HOpU HEOOXOJMMOCTH YCWIECHHUS TEpaluu Ipu
pedpakrepHoM TeueHnu AAB.
Taodauna 8. Koppexuus 10361 nukiiogochamuaa™* 1jisi BHyTPUBEHHOTO BBEeeHHUS U

NMepopabHOTo NMpHemMa

Bo3spacr, | BHyTpuBeHHOE BBEI€HUE [IepopanbHelil npreM

et pCK® > 30| pCK® < 30 | pCK® > 30 | pCK® < 30
mi/mMun/1,73 M2 mi/mMun/ 1,73 M2 wu1/mus/ 1,73 M2 mi/mMun/1,73 M2

<60 15 mr/kr 12,5 mr/xr 2,0 mr/kr/cyT 1,5 mr/kr/cyT

60-70 12,5 Mr/kr 10 Mr/kr 1,5 mr/kr/cyT 1,0 mr/kr/cyT

>70 10 Mr/kr 7,5 MI/Kr 1,0 mr/kr/cyT 0,5 Mr/kr/cyT

OnbiT mpumenenus 1mkiodochamuna** y manuentroB ¢ AHIIA-T'H, momyuarommx
JeYeHue IUaau3oM, orpaHndeH. IIpeacrasnsiercs onpaBlaHHbIM YMEHbILIEHUE J103bl Mpernapara
1o 7,5 Mr/kr Ha uH(QY3UI0, IPU ITOM BBEJCHUE Ipernapara cienyeT NPOBOIUTh B HEAHATU3HbIE
JTHH.

VY nauumentoB B Bo3pacte 60-70 net no3y nukiodochamuna** per 0s cneayer CHU3UTh
1o 1,5 mr/kr/cyT, B Bo3pacte >70 et — 10 1 MI/KI/CyT; y NallMEHTOB CO CHIDKEHUEM (DyHKIMH
nouek — a0 1,5 mr/kr/cyt (Tabn. 9). Cyrounas mo3a per 0S He AokHa npeBbimath 200 Mr y
MAIMEHTOB C COXPaHHON (PyHKIMEH OYeK.

Buytpumsiimneunoe BBenenue L npu AHIIA-accoumnpoBaHHBIX BacKyJHTaX He
U3y4YEHO, a €ro MNPUMEHEHHE B KIWHUYECKOW TPaKTUKE CONPSIKEHO ¢ OOJbIICH 4acTOTOM
HE)KENIaTeNIbHBIX SIBJICHUH TEPaIliy — arpaHyJIONUTO30M, HHPEKIHAMH MATKHX TKaHEH, a TOTOMY

HC OTOJI?KHO MMPHUMCEHATHCA HU IMPU KAKUX 00CTOSTENLCTBAX.

e Mbl pexoMeHayeM B KauecTBE aJbTepHAaTHUBBI LHKIO(ochamMuny™™* st nedeHus

nanueHToB ¢ AHIIA-I'H nerkoro W CpegHETSKENoro TE4YeHWs WIH  IpH

HEMEePEHOCUMOCTH MuKiIodochamuaa** y manueHToB ¢ TsokenbiM Teuennem AHIIA-TH

ucrnosip3oBath putykcumad** (PTM) B  coueranuum ¢ [KC** ama  usgyknum
pemuccun.[100]
YpoBeHb  yOeauTebHOCTH  pekoMeHaanmuid A  (YpoBeHb  JIOCTOBEPHOCTH

A0Ka3aTeIbCeTB — 1)

KommenTapuu: ConocraBumas 3¢(HEeKTUBHOCTh pUTYKCUMata U uKiodochaMuaa s
UHIYKIMK pemuccun AAB Obuta moaTBep)kKIeHa B MeTa-aHallu3e, 0ObEMHUBIIEM PE3YJIbTAThI
tpex uccinenopanuii.[100] IIpumenenre purykcumaba** npu AAB BrepBbie ObUIO H3y4YeHO B
RAVE wu

RITUXVAS.[101,102] B o0oux wuccienoBaHUAX BCE MAIMEHTHI MOJyYalld PHUTYKCHUMaO** B

ABYX pPaHAOMU3NPOBAHHBIX KOHTPOJIUPYCMBbIX HCCICOOBAHUAX -
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couetanun c¢ ['KC** B BplcOkMX pgo03ax. PesynpraTthl pa®OT NpOAEMOHCTPUPOBAIU
COMOCTaBUMYI0 3((DEKTHBHOCTh M 0€30TacHOCTh puTykcumaba** B moze 375 mr/m? Ned c
uaTepBasioM 7 mHei u L{D** B crammapTHO no3e (B pexume myibe-tepanmun B RITUXVAS,
npu niepopanbHoM npueme B RAVE) mis uanykim pemuccun AAB. CrieyeT OTMETUTD, UTO B
npoTtokosie RAVE noss manueHToB ¢ TSXENbIM MOpaKEHUEM TOYeK Oblla HE3HAYMTENbHOU. B
npotokosie RITUXVAS yuactBoBamum mamueHtel ¢ TsokenbiM  AHIIA-TH, mpu  stom
purykcumab** we ycryman [Id** B oTHomeHun BoccTaHoBieHHs Tokaszareneir CKO.
ComnocraBumas ¢ npumenenueM [[D** sddexkruBHOCTH pUTykKcHMMaba*™* y manueHToB ¢
tsokenbiM - AHIIA-TH (CK® wmenee 20 mi/MuH, B T.4. JHaIW3-3aBUCHMAs TIOYEYHAs
HE/I0CTaTOYHOCTh) OblJa TaKkKe MPOJEMOHCTPUPOBAHA B OTICNIBbHBIX CEpUAX HAOIIOJIEHUNA U
PETPOCIEKTUBHBIX HccienoBanusax.[103]

Takum oOpazom, puTykcuMad** mpencrasisiercs d(pdexTuBHON anpTepHaTuBOl LD,
OJIHAKO OTBIT €ro MPUMEHEHUS y MAaIlMeHTOB C TSDKEIBIM IMOpPaXEHHEM IOYeK B HACTOsIIee
BpeMsl orpaHuyeH. B cBs3M ¢ 3TUM y manueHToB ¢ Hambozee TsokensiMu popmamu AHLIA-TH
0oJiee MPEANOYTUTENBHBIM CIIEyeT CYUTaTh Ha3HaueHueMm LID**. Putykcumadb** moxer ObITh
PEKOMEH/IOBaH B KauecTBe Ipernapara MepBoro psjaa y MalUeHTOB MOJIOIOTO BO3pacTa € LENbIO
COXpaHEHHs PENpOAYKTUBHOW (YHKIMH, a TaKXkKe y MAalMeHTOB C HENEPEHOCUMOCTBHIO WIIU
TSDKEJBIMU HEXKENNAaTeTbHBIMU siBIIeHUsIMU Tepanun L[D.

Cnemyer OTMETHTh, YTO 4YacToTa pas3BUTHA HWHMEKIHMOHHBIX OCJIOXHEHUH TIpU
NPUMEHEHUHU puTykcuMada™* u mukinodochamuna** oputa conmocrasuma B PKII RAVE (7% u
7% cootBercTBeHHO) 1 RITUXVAS (36% 1 27% cootBerctBenHo).[101,102] Omy0auKkoBaHHbIIM
B 2020 r Mera-aHanu3 MOKa3ajl, YTO B LEJIOM YacToTa HH(EKIMOHHBIX OCIOKHEHUH Y
MAIMEHTOB, TMOJYyYaBIIUX JieueHHWE puTykcumabom™** cocrasmser 15,4%, a 3aboieBaeMOCTb
UHOEKIUSIMHE MOXKET ToCcTUrath 6,5 ciydaes Ha 100 manmenTo-ier Hadmoaenus.[104]

Putykcumab** crefyeT HasHauaTh B BHJE BHYTPUBEHHBIX MHQY3Hii B 103e 375 Mr/m?
Ne4 ¢ untepBanom 7 auedt win B g03e 1000 mMr Ne2 ¢ mntepBasiom 14 mHeit. J{ns cHuKeHHS
pucka WH(Y3MOHHBIX pEaKIMi BBEJAECHUE pPHUTYKCUMaba** crieayer mNpoOBOAUTH TOCIE
MpeMeuKalud  MeTHInpeaau3oaonom™** B nmoze 100-250 wmr B/B, aHTUTHMCTaAMHUHHBIMH
npenaparamu (XJIOpONUpaMHHA THAPOXJIOPUA™* mo 20 Mr B/M WIHM BHYTPb) H aHTHITHPETUKAMHU

(atieramuHOeH** 500 Mr BHYTpB).

e Mul peKoMeHayeM BCEM HanyreHTam c AHIIA-TH Ha3sHaueHHE
TJTFOKOKOPTHKOCTEPOUIOB** BHYTph (B KOMOMHaimu ¢ nukiodochamumom™**  win
purykcumabom**) B HauanbHOM f03e 0,5-1,0 Mr/kr/cyT (Ho He Gosiee 60 Mr/cyT uiu 75

MT/CYT JUIsl TIAIIMEHTOB C Maccoil Tena Oosiee 75 Kr) Ha MPOTSHKEHUU He Oosee ueM 28
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JHEW ¢ TOCIEOYIOIMM TOCTENIEHHBIM CHIDKCHHEM JI03bI 0 mojanepkuBaromei (5-10

Mr/cyT) K KoHIty 3-4 mec. neuenus. [98,101,102,105,106]

YpoBeHb  y0eauTeJbHOCTH  pexkoMeHaaumuii A  (YpoBeHb  J0CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

KommenTapuu: B GoybIMHCTBE OMyOIMKOBAHHBIX PaHIOMHU3UPOBAHHBIX KIMHUYECKUX
uccienoBanuii s yiedenuss AAB Obul MCHONIB30BaH TPETHU30JIOH™* WIIM €ro aHajlioTH B
HadajbHOW n03e | MI/Kr/CyT, WHOT/a C OTpaHMYCHHEM MaKCUMalbHOW 10361 10 60-80
mr/cyT.[98,101,102,105] B otaensHBIX paboTax ObLIa yCIEIIHO HCIOJb30BaHA HavaabHas 1032
0,5-1,0 mr/kr/cyt. Temnbl cHmkerus n03b1 [ KC** oTnuyanuce B pa3IMuHBIX UCCIICIOBAHUIX.
Cumxkenne 10361 ['KC** 00pruH0 HauuHamu mocie 1-4 memens jaeuenns.[98,101,102,105,107]
Paboueii rpynmoit EULAR/ERA-EDTA 1o pa3paboTke pekoMeHaaruii 1o yieuenuio AAB Ob110
yCTaHOBIeHO, uTO cHiKeHue 103l ['KC** no 10 mr/cyT mo mnpeaHu3oloHYy** B cpeaHem
pOBOAMIOCH 32 19 Hen., a 10 7,5 mr/cyt —3a 21 Hen.[108]

OnHoil u3 3anau pannomusupoBaHHoro uccienoanuss PEXIVAS 6bin0 conocraBnenue
s¢ppexTuBHOCTH U Oe3omacHOoCTU IBYX cxeM JjedeHus ['KC** — tpanunmoHHO# U ¢ OBICTPHIM
CHIDKEHHMEM J103bl, IIPU KOTOPOM HadalibHas 7032 NpeaHHU30IoHa** coctaBisia 1 MI/Kr/cyT U
3aTeM CHMIKAJIach BIBOE CO BTOPOM HEJENHU JeueHus, a 103a 7,5 Mr/cyT Oblia gocturHyTta K 11-
15 nen. neuyenus (tabdin. 9).[106] DddexTrBHOCTS TeueHMs OblIa COTOCTaBUMA B 00EUX TPYIIIAX,
a YHCIIO HEXEJIaTeNIbHBIX SBJICHUN Tepamnuu, B IEPBYIO ouepe/b MH(PEKIMOHHBIX OCIOKHEHUH,
OBLIIO TOCTOBEPHO HIDKE B IpyIie ObIcTporo cHmkenus 10361 [ KC**. Cnenyer oOTMETHTD, 4TO B
UCCIIeIOBaHNE OBLIO BKIIOYEHO CYIIECTBEHHOE KOJUYECTBO MAIMEHTOB C BBIPAKEHHOMN
muchyHKIME MOYeK Ha MOMEHT Hadalla JIedeHUs (KOHIEHTpalus KpeaTWHWHAa B J1eOr0Te
3a0oneBanus npesblmana 500 MkMonb/a1 y 29% ManueHToB), B CBS3M C YEM €r0 pe3yJibTaThl
MIPEICTaBIISAI0T 0COOBIA MHTEPEC MPH BbIOOpE TaKTUKM JieueHus nanueHTos ¢ AHIIA-TH.

Ta6auuna 9. Temnsl cHmkenusi 103bl KC** (B mepecuere Ha mnpeIHH30JI0H) B

npotokose PEXIVAS

Henens jgeyenus Macca Te1a nanueHTa
<50 kr 50 - 75 kr > 75 Kr

1 50 60 75
2 25 30 40
3-4 20 25 30
5-6 15 20 25
7-8 12,5 15 20
9-10 10 12,5 15
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11-12 7,5 10 12,5
13-14 6 7,5 10
15-16 5 5 7,5

17 -18 5 5 7,5
19-20 5 5 5
2122 5 5 5

23 — 52 5 5 5

> 52 B cooTBeTCTBUU CO CIOKUBILIEHCS JIOKATHHON MPAKTUKOMN

HpI/IHI/IMaH BO BHHMAHHC CYHICCTBCHHOC YHCIIO TAXKCIBIX HEKCIATCIBbHbBIX SIBJICHUH
TCpaluun I KC**, a TaKKC pPE3yJIbTaTbl OHy6JII/IKOBaHHBIX I/ICCJIe,I[OBaHPlﬁ, MMpCACTaBJIACTCA
OHpaB,HaHHOﬁ panyoHaJIbHasd MHWHHMU3aIUA MNPpOAOJIKUTCIIBHOCTU JCUYCHUA I'KC**,
HpOI[OJ'DKI/ITCJ'ILHOCTB JICUCHHUA U TEMIIbI CHMKCHUA JJO3bI CIICAYCT ONIPCACIEIT UHAUBUAYAJIBHO Y
KaXao0ro rnanyueHra, OAHaKO MaKCUMAJIbHAsl Ha4YaJibHAA J03a HC JOJI’)KHA IMPEBLIIATH 1 mr/kr/ CyT
10 Hpe,[[HI/BOJ'IOHy**, MMPOAOJIKUTCIIBHOCTD JICUCHUA B MaKCHMAaJIbHOM 103€ dOJIKHA OBITH IO

BO3MOXHOCTU MUHUMHU3UPOBAHA.

e Msnl pexkomenayeM orpaHnuuth npumeHeHune [KC** B pexume mynbc-Tepanuu
(metunnpenuuzonon** 0,25-1,0 r B/B xan 1-3 undysun) y nammentoB ¢ AHIA-T'H nns
WHIYKIIMU PEMUCCHH U UCIOJIB30BaTh €T0 JIMIIh MPYU MHUIIHAIIAH JICUCHUS TIPU TSHKEIIOM
TeUeHUH 3a00JeBaHus It 0ojiee OBICTPOTO AOCTIOKeHMs pemuccuu.[109]

YpoBeHb  y0eauTeJbHOCTH  pekoMeHaammii B (ypoBeHb  J0CTOBepHOCTH
A0KA3aTEIbCTB — 3)

KomMmentapun: /o mocienHero BpeMeHH HE MPOBOIMINCH UCCIENOBAHHSA, B KOTOPBIX
OBl TPOBOAWIOCH comoOCTaBieHHE J(PPEKTUBHOCTH U 0OE30MaCHOCTH TEPOPAIBHBIX |
BHyTpuBeHHbIX (opM ['KC** nns wunnykumum pemuccun AAB. Xota B OOJbIIMHCTBE
KJIMHUYECKUX TMPOTOKOJIOB IMyJIBC-TEPANUsl METWINPEAHNU30J0HOM B no3zax 0,5-1,0 r wim 15
Mmr/kr (Ho He Oomee 1 1) Nel-3 mcmomb3oBasiach B COCTaBE KOMOMHUPOBAHHOW MHIYKITMOHHOMN
TEpaInH, OlicHKa ee 3((PEKTUBHOCTH HE BXOAMIA B 3a1aun ucciaeaoBanmii.[98,101,102]

B 2019 r Obutm oOmyOMMKOBaHBI PE3YJIbTAaThl PETPOCIEKTUBHOTO KOTOPTHOTO
UCCIIeIOBaHMsI, B KOTOPOM OBUIM COMOCTaBIICHBI pe3ynbTaThl jieueHus 114 mauuentoB ¢ AAB
(MeauaHa KOHIIEHTPAIMK KPEaTHHUHA CHIBOPOTKH 10 Hadaa jgedenus 619 (530-790) MkMomb/i),
MOJTYYaBIIUX CTaHIAPTHYIO WHAYKIIMOHHYIO TEParuio, KOTOPBIX pas[eiluid Ha JBE TPYIIHI B
3aBUCHUMOCTH OT MPUMEHEHHS METUINPEIHU30JI0HA™** B peKUME IMyJIbC-TEPANUU B 1€0I0TE WIH

OoTKasza OT Hero.[109] ITokazaTenu BBIDKMBA€CMOCTH, O0JIA IIAMMCHTOB C BOCCTAHOBJIICHHEM
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(YHKIMY TIOYEK M 9aCTOTa PEIUANBOB OBLIN COMOCTAaBUMBI B 00eux rpynmax. [Ipu atom mybe-
tepammust [KC** Opima acconmmmpoBaHa ¢ OOJBIIMM PUCKOM Pa3BUTHA HMH(EKIIMOHHBIX
OCJIOKHEHUH 3a MepBble 3 Mec. JIEUEHUs U caxapHoro auadera.

HecmoTpst Ha HemocTaToyHOE KOJIMYECTBO SKCIEPUMEHTANBHBIX JIaHHBIX, XOPOIIO
W3BECTHO, UTO KyMyJstuBHas go3a ['KC** omnpegenser puck pa3BUTHA — TSDKENbIX
HE)KEJIaTeJIbHBIX SIBJCHUN JI€UeHMs, BKIIOYas WHQPEKIUOHHBIE OCIOKHEHHS, OCTEONOopo3 U
oOMeHHbIe HapyuleHus. B CBsi3M ¢ 3TMM NIpEACTaBIsAETCS PalMOHAIBHBIM IPUMEHAThH IyJIbC-
tepanuto [ KC** numpb npu Tsixkenom teaeanu AHIIA-TH u AAB B nienom.

VY manuenTtoB ¢ TsokenabiMm AHIIA-T'H MokeT ObITh onpaBaano mnpoBeneHue 1-3 undysuit
MeTWiInpeaHn3onona** B noze 0,5-1,0 r B/B Kam. 10 Hayaja JIe4eHUs] IepopaIbHBIMU (hOpMaMU
I'KC**. Tlpu AOCTH)KEHUM TIOJIOKHUTEIBHOM JIMHAMHKH COCTOSIHMS IIallMeHTa OCHOBAHMM
npoBoauTh MoBTOpHBle MHOY3un ['KC** B xozme npanpHelimero jedenuss Her. [lmaHoBoe
BHyTpuBeHHOoe BBefeHue ['KC** mepen kaxnoit wundysmeir L@ sBngercs HaydHO

HEOOOCHOBAHHBIM.

e Mnb pexomenayem mnanuentam ¢ AHIIA-I'H nerkoro TtedeHus, a Takke IIpU
HENEepeHOCUMOCTH uiu npotuBonokazanusax Kk 1d u PTM y mammenroB ¢ AHIIA-T'H
CPEHETSKEIIOT0 TeYeHHs HazHaueHue #mmukodenomnara modermna (MMD) B moze 2-3
r/cyT B Tedenue 6 mec. B couetannu ¢ [ KC** s uaaykuuu pemucenn.[110,111]
YpoBeHb  y0eauTeJbHOCTH  pexkoMeHaaumuii A  (YpoBeHb J0CTOBEPHOCTH

A0KA3aTeabCTB — 1)

KomMmenTapuu: K HacrosmeMy BpeMEHU HaKOIUIEH CYLIECTBEHHBIN OIBIT IPUMEHEHUS
#mukogdenosnara mogeruna npu AAB. PesynbraTel ByX MeTa-aHaIW30B CBUAETEIBCTBYIOT O
TOM, 4TO 3(QPEeKTUBHOCTh #MHKOeHonaTa ModeTunaa U uukiodochamuga™* nnsg MHIyKUUN
pemuccuu pu AAB Hexxu3HEyTpoXkKaromiero TeueHus comnocraumal.[110,111]

B 2008 u 2009 rr Obpimu mpeAcTaBieHbl Pe3yJbTaThl JBYX HEOONBLIMX KHUTAHCKUX
WCCIIEAOBaHUsl, B KOTOPBHIX CpaBHUBAIW 3G EeKTUBHOCTh #MmukodeHonata moderuna u
mukinodochamuma** y manmuentoB ¢ AAB ¢ mopaxeHuem modeKk 0€3 KU3HEYTPOKAIOIINUX
nposiBIIeHUH 3a0oJsieBaHus. B o0oux ucciemoBaHusx npumeHeHHe #mukodeHnonata moderuia
MO3BOJINIO JIOOUTHCS BOCCTAHOBJICHHS (YHKIIMM TIOYEK Yy YacTH manueHToB (3 dexT
COMOCTaBUM C TNpUMEHEHHeM LUKIodochaMuIoOM™** y KOHTPOJBHON TpYIbI), a TaKkKe
CHIDKEHHMs 001I[el akTUBHOCTH 3a0oeBanms.[112,113]

B 2019 r Obuin omyOnUKOBaHBI pe3yJbTaThl JABYX PaHIOMM3MPOBAHHBIX KIMHUYECKUX
UCCIIeI0BaHMM, B KOTOPBIX MPOBOAMIOCH U3yueHHe 3((eKTUBHOCTH #MUKopeHonaTa ModeTuia

B CpaBHEeHMM C HuKiIopochamunoM™™* nus mHaykimu pemuccuu npu AAB. B uccnenoBanun
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Tuin et al. yuactBoBayin manmeHTsl ¢ AAB 0e3 KU3HEYTpOKAIOMIMX MPOSBICHUI 3a00JIeBaHuS,
CpeAu KOTOPBIX TMOpaXEHHE IOYeK ObUIO BBIABICHO y 75%, a MenuaHa KOHIEHTpAIMU
KpCaTUHWHA B CBHIBOPOTKEe KpoBU coctaBmna 1,2 (1-1,7) mr/mn.[114] YacroTa HOCTHIKCHUSI
pemuccun mocie 6 Mec. iedeHus: coctaBmwia 61% B rpymnme man@eHToB, NOJTYYaBIINX JICYCHHUE
#MukodeHosata MopeTusioM B 103€ 1 r 2 p/cyT, ¥ OblJIa CTATUCTUYECKH HE3HAUMMO HIKE, UEM B
rpymme Jiedenus nukiodochamumom™** B mo3e 2 mr/kr/cyt mepopanbHO (81%). ITokazarenn
Oe3pelnIuBHON BBDKMBAEMOCTH 3a 2 W 4 roja HaOMIOAeHUS OBUIM COMOCTaBUMBI B 00EUX
rpymmax. B wuccnemoBanum MYCYC Owputa  comoctaBieHa 3(G(EKTHBHOCTh JICUCHUS
#mukodeHomata MOPETHIIOM B 7103€ 2 T/CyT (C BO3MOXKHOCTBIO YBEIIMYEHUS 0361 10 3 T/CYyT IIpH
HEKOHTPOJIMPYEMOM TE€UEHUH 3a00jeBaHus) U mukiopochamuaom™** B moze 15 Mr/kr B/B Kar.
Kaxiple 2-3 Hel. y MaIlMeHTOB 0e3 KU3HEeYTPOKAOMINX MPOsBICHUN 3a001eBaHus (IOpasKeHHEe
nouek y 81%, meauana pCK® 47 (27-70) mn/mun/1,73 m?).[115] Uepes 6 mec. nedenus Aos
NalMEeHTOB, TOCTUTIIIMX peMHUCCUHU 3a00i1eBaHus, Oblja COMOCTaBUMa B 00€UX IpyIMIax, OJJHAKO
4acToTa Pa3BUTUS PELUAMBOB 3a0oyieBaHMs Oblia BbIIIE B IpyMIe JeueHus #MukodeHoaaTa
MoeTunoM™*.

Takum oOpazom, #muxkodeHomata MOGETUIT MOXKET OBITh HCIOJIB30BAaH B KauecTBe
abTepHATHBBI IMKI0pochamuny** u purykcumady** y mammentoB ¢ AHIIA-I'H nerxoro u
cpenHersbkenoro tedeHus. OAHaKoO, NMPUHKMMAas BO BHUMAaHHME JaHHBIE O OOJbIIEH YacToTe
pPeLMIMBOB y MAIMEHTOB, TOJy4YaBHIMX #MUKO(EHoIaTa MO(ETWI, NPeICTaBIsETCS
1IeJIeco00pa3HbIM MCIONIB30BaTh Mpenapar NpeuMylnecTBeHHo y narmenToB ¢ MIIO-AHIIA B
LUPKYJIALMY, TOCKOJIbKY HocuTenbeTBO [Ip3-AHIIA sBisiercs ¢axTopom pucka o00cTpeHUs

3a00J1eBaHu.

e Mnbr pexkomenayem mnaunuentam ¢ AHIIA-T'H npu orcyTcTBUM NpPOTHBOIIOKA3aHUIN
MPOBOJIUTH TIA3MOOOMEHBI C TENBI0 TIOJABJICHUS] aKTHBHOCTH 3a00JICBaHUS I CHUIKCHUS
puUCKa pa3BUTHUA TEPMUHAIBHOW mMoYedHoW HemocrtatouHoctn (TIIH), Tpebyromeit
MPOBEICHUS 3aMECTUTEIIBHOM MOYEYHOM T€panuu, B KPaTKOCPOUYHOU MEPCIIEKTUBE.
YpoBenb  yOeauTebHOCTH  pekoMeHaanmuii A  (YpoBeHb  1OCTOBEPHOCTH

A0Ka3aTeIbCeTB — 1)

KommenTapun: OObeM 3Kcy3uM, METOJ BOCIOJHEHUS M YHCIO MPOLEIyp
wiasmMooomMeHa npu AAB He craHmapTu3zoBaHbl. B 3aBUCHMOCTH OT TSKECTH COCTOSHUS
narmenta obveM 3kcy3un moxeT coctaBiaTh 40-60 mu/kr (1-1,5 pacuetHoro o6nema), a
BO3MEIIIEHHE MOXET MNPOU3BOAMTCS aJeKBaTHbIM 00BeMOM 3-5% p-pa ansOymuHa™* u/miu
cBexkesamopokeHHo# 1wasmbl (C3I1 - 100% wnu 80% u 20% p-pom ansOymumHa** 3-5%).

ITpumenenne C3I1 ocobGeHHO wenecoo0pa3sHO Yy MHALMEHTOB ¢ AU(PQPY3HBIM AIbBEOSIPHBIM
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kpoBoTeueHueM ([IAK). LlenecooOpaszno nposeaenue 6 — 9 ceancoB ¢ UHTEpBAJIOM | JI€Hb, a Y
naueHToB ¢ JJAK — exxeHeBHO.

DddexktuBHOCTh TUIa3MOOOMeHa nmpu AAB ¢ mopaxxeHHWeM MoYeKk, B T.4. C JHAJTU3-
3aBUCUMOI IIOYEYHON HEJOCTAaTOYHOCTLIO B JAe0roTe 3a0ojieBaHusA, OblIa H3HAYAILHO
MPOJICMOHCTPHUPOBAaHA B HEOOJBIINX PaHAOMU3UPOBAHHBIX HcchaeaoBanusx.[116,117] B
pannomusupoBanHoM ucciaegoBannu MEPEX ¢ yuactuem 137 mammentoB ¢ AHIA-TH u
MOBBIIIICHHEM YpOBHS KpearmHuHa >500 MKMOIB/T mpucoeAnMHEHHE IIa3Madepesa K
TpaguionHoi teparmmeit L{O** u 'KC** moxkazano BbICOKYI0 3(PPEKTHUBHOCTD B OTHOIIECHUH
BOCCTAaHOBIIEHHS (YHKIHMH TOYeK Ha cpokax 3 wmec. m 1 r1oa.[105] Opnako oO6imas
BBDKMBAEMOCTh ObLIa COMIOCTaBUMA C IPYMIION CTaHAAPTHOTO JICYEHHUS .

B naunbonee kpynmHOM paHIOMHU3UPOBAHHOM HCCIIEIOBAHUH, MOCBSAIIEHHOM H3Y4YEHUIO
s dexkTuBHOCTH Ta3mMooOmena nmpu AAB, yuactBoBanu 704 nanuenta ¢ Tsokenbiv AAB.[106]
Kputepusimu Bimrouenns 0biin pCK® < 50 mn/mun/1,73 M? umu auddysHoe aabBeoNspHOE
KPOBOTEUEHHE, IMPU OSTOM HAa MOMEHT BKJIIOYEHHS MeAMaHa KOHIEHTpAIMH KpeaTWHHHA
CBIBOPOTKH KpoBH MpeBbimana 300 MKMoIb/i1, a mpubnusutensHo 20% ManueHToB HyXKIalich B
nedeHuu auanu3oM. Bee mammentsl nomyvanu gedeHne L@ wnu PTM u Obuin cimyvaiiHeIM
o0pa3oM pacnpesiesieHbl Ha YeTbIpe TpynIbl B cooTHoeHun 1:1:1:1: neyenue razmooOMeHOM
B coueranun ¢ ['KC** mo TpamunmonHod cxeme, nedeHuwe MmiazMooomeroM u ['KC** B
yMeHbIIIEHHON f03¢e (cM. Tabi. 9), nedenne 'KC** B TpagummonHoi n03e 6e3 mia3zmMmooOMeHa,
neuenne 'KC** B yMmeHnblieHHOU mo03e (cM. Tabn. 9) 6e3 mnasmooOmeHa. YacTora pa3BUTHS
KOMITO3UTHOW KOHEYHOW TOYKH (TEpPMHHAIbHAS MMOYCYHAS HEIOCTATOYHOCTh WU JICTATBHBIN
UCXO0J]) OKa3zajlach COINOCTaBUMOW Yy MAalMEHTOB, mosiyyaBmux (28,4%) um He MOIydaBIINX
nedyenue miazmooomeHoM (31,0%).

B mera-ananuse, onyOnukoBanHOM B 2011 1, Obuin 00001meHs! pesynabraThl 9 PKU,
OIICHMBABIIMX BIUSHUE I1a3M0ooOMeHa Ha ucxoabl AAB. bbulo ycTaHOBIEHO, UTO MIPUMEHEHUE
TU1a3M000MeHa B COYETaHUH CO CTaHAAPTHON TepaIluy CHM)KAeT OTHOCUTEBHBIH PUCK Pa3BUTHUS
TITH Ha 36% (OP 0,64 (95% AU; 0,47-0,88), oqHaKO HE OKa3bIBAET 3HAUUMOTO BIUSHUS HA PUCK
JeTanpHOTO HMcXona. B mera-aHanuse, koTopblii OblT omyOnukoBan B 2021 T u BKIIOYal
pesyabTaThl 5 uccieaoBanuii, B T.4. PEXIVAS, taxke OBUIO MOATBEPKICHO TOCTOBEPHOE
CHIDKEHHE OTHOCHTENIBHOro pucka passutus TIIH B kpaTkocpouHoil mepcrnexTuBe (miepBbie 3
Mec. Toclie Hauaja JIedeHHs) y MalUeHTOB, MOJYyYaBIIMX IJIa3MOOOMEH B JOIMOJIHEHHE K
cranaapTHOi Tepanuu.[118]

Bo Bcex kpymHBIX UccleqoBaHHUSIX 00BeM 3Kkchy3uu coctaBisn 60 mu/kr winu 4 1, a

BO3MeIleHHe Tpou3Boauin 3-5% p-pom ansOymuHa ¢ godasieHreM C3II mo MHAUBUAYaTBEHBIM
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NOKA3aHUSM, TaKUM KaK KOAaryJomaTus, KPOBOTEUYECHHE, MHBA3MBHOE BMEIIATEIHCTBO U JIP.
(tabn. 10). Mcnonb3yeMblie CXeMbI 3KCTPAKOPIOPATbHOM reMOKOPPEKIIMK HE CTaHAapTU30BAHBI,
a mpuMeHeHue TuiazMadepesa ¢ 0o6bemMom dkchy3uu Meree 60 MI/KT WM TuIa3Mo0OMeHa Mpu

AHIIA-TH ne u3ydeHo.

Ta6mmma 10. Cxembl npuMeHeHUsI J1a3M000MeHa pu AAB B KPyNHBIX HCC/IeT0BAHUAX

HccnenoBanue O06bem skcys3un | Bozmemenue Yucno mporenyp

MEPEX, 60 Mur/kr Ansoymun** 5% | 7 3a 14 nuei

2007[105] +C3I1

PEXIVAS, 60 Mu1/KT AnpOymun**  3- | 7 3a 14 nuei

2018[106] 5% wnmu C3I1

Pusey, 1991[117] | 4 n AnpOymua™** 5% | 5-9 3a 14 aueit
+C3II 2 no3sl

Szpirt, 2010[116] | 4 n Anpoymur** 3% | 6-12 yepes neHb

[TnasmooOMeH sBisieTcst cTaHaapToM JedyeHus aHTu-bMK GonesHu, coueranue KoTopoit
¢ AHIA-TH npuBoguT kK KpaiiHe arpecCMBHOMY TeUYeHHIO modeyHoro mpouecca.[119] Xors
JIEYEHUE TALUEHTOB C MEpeKpecTHbIM cuHApoMoM (AAB c anturenamu x bMK u nuneiHbIM
OTJIOKEHWeM HMMyHornoOynuHa G Ha 0OasanbHOM MeMOpaHe KiIyOouka 10 JIaHHBIM
MOP(]OIIOTUYECKOT0 HUCCIEAOBAaHUs) HE HM3YYEHO B PAaHAOMHU3HUPOBAHHBIX HCCIEIOBAHUSAX,
paHHEee HAavajo MpOLEAYp IIa3MOOOMEHA MOKET YJIYUILIUTh UCXO/IbI 3200ICBAHNS .

Pesynbprarel  mpUMEHEHMS — IUIa3MOOOMEHa, MoJydeHHele B KpymHbIXx — PKU,
IIPOTUBOPEYMBBI, OJIHAKO METa-aHAJIW3 JaHHBIX HECKOJIBKHMX HCCIIEIOBAHUM YyKa3plBaeT Ha
BO3MO’HO€ CHIKEHHE PUCKA Pa3BUTHs TEPMHUHAIBHON MMOYEYHOM HEITOCTATOYHOCTH B IIEPBBIC
Mecs1bl 00JIE3HHU y MAllMEHTOB, MOJIy4aBIINX 1a3Moo0MeH. [1pu 3ToM ocTaeTcst COMHUTENbHBIM
MOJIOKUTENIbHOE BIIMSHUE I1a3MOOOMEHa Ha BBDKMBAEMOCTh MAIMEHTOB. B cBsi3u ¢ 3TUM
peleHre 0 MPOBEACHUH TIa3MOO0OMEHa Y MAIMEHTOB C XU3HeyTrpoxkarommM TedeHuem AHIA-
I'H noyxHO MpUHUMATBHCS HHAMBUAYAJIBHO HA YCMOTPEHUE JIEYAIlEro Bpada Mocie TIATEIbHOU
OLICHKH COOTHOILIEHUS PUCKA U MOJIB3BI.

e [Ilammentam ¢ AHIIA-I'H mbl He pexoMeHayemM Ha3HadyaTh a3aTHONPUH A
uHIyKId pemuccun.[120]

YpoBenb yOenurteabHOCTHM  pexkoMeHaamuidi B (ypoBeHb  [10CTOBEpPHOCTH
JA0Ka3aTeJIbCTB — 3)

KommenTapuu: /[0 HacTosiero BpeMEHHM HE OIyOJMKOBAaHbI PE3yJbTaTbl HU OJHOIO
UCCJIeIOBaHMs, B KOTOPOM OILIEHMBAJIUCh OBl pe3yJbTaThl NPUMEHEHHUs a3aTHONpPHUHA JUIS
uaykimu pemuccun AHIIA-TH. Ilpu sToM B paHIOMHU3MPOBAHHOM HCCIIEOBAaHUU OBLIO

YCTaHOBJICHO, YTO ,[[068.BJ'ICHI/IC a3aTUOIIpUHA K I'KC** ne Bnuser Ha CPOKH HACTYIUICHUA
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peMUCCHH, YaCTOTy PEIUANBOB U He o0mamaer crepona-coeperaromum 3pGeKToM y ManrueHToB
¢ OITIA u MIIA 06e3 XHU3HEYTPOXKAIOIIKX MPOSIBICHUN 3a00JIeBaHUsA, CPEIU HUX IOpaXKEHUE
moyex B 1e0roTe 05110 BIIBIECHO ¥ 15%.[120]
e [lanmentram ¢ AHIIA-I'H MBI He pekoMeHAyeM Ha3HauaThb METOTpPEKCAT JJI MHAYKIHUU
pemuccun.[121]

YpoBenb  yOeautenbHocTH  pekoMenaamuii C  (YpoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KommenTapuu: MetoTpekcar IIMpoKo MPUMEHSETCS TSl HHAyKIuu pemuccud AAB 6e3
AKHU3HEYTPOKAIOUINX MPOSBICHUNA 3a00JieBaHMs Yy MAIlMEHTOB C COXPAHHON (QYHKLUHEW MOYeK.
OnHako METOTpeKcaT HE M3YyYeH y NAlMEHTOB C MOPAKEHUEM Mo4YeK, a cHmkeHue CK® menee
45-60 mu/muH, kotopoe yacto HaOmogaroT npu AHIIA-I'H, sBnsercs mpoTuBomoOKa3aHueM K

ero HasHadeHuro.[121]

e [lammentam ¢ AHIIA-T'H, ocraromuxcs auanu3-3aBUCUMBIMH, B  OTCYTCTBHE
BHEMOYCYHBIX MPOSBICHUA 3a00neBaHus U Npu HopManuzamuu ypoBHsS AHIIA, wmbr
PeKoOMeH1yeM MPEKPATUTh MHAYKIMOHHYIO TEpanuio yepe3 3 Mec. il IpeI0TBpallleHus
pa3BUTHS HEXKENATENBHBIX SBJICHUI Tepanuu. [122]

YpoBenb  y0enutTelbHOCTH  pexkomenHaamuii C  (YypoBeHb  J0CTOBEPHOCTH

10Ka3aTeJIbCTB — D)

3.2 Hoanep:xkuBaoiiee JedeHue

B pesynbrare BHeOpEHHS B IMPAKTUKY COBPEMEHHBIX CXEM HHIYKIIMOHHOW Tepanmuu
npousonuia Tpanchopmanusi AAB U3 0CTpOro KU3HEYTPOIKAIOMIETO COCTOSHUS B XPOHHUYECKOE
3a0oseBaHle peuuauBUpYyromero TeueHus. [lo MaHHBIM pa3iaUyYHBIX aBTOPOB O0OCTPEHUS
3aboneBanus pazBuBaroTca y 30-50% manueHToB 3a 5 jeT HaOI0IeHUs, HEpEIKO B TeueHue 12-
18 mec. mocune 3aBepuienus UCT. ®akTopamu pucka penuausa spistores [123]:

e Monomnoii Bo3pact

o Ceponoruueckuii mpoduiab 3a001eBaHUs

o IIp3-AHLIA

o Coxpanenue nobiieHHOTO TUTpa AHILIA mocie nHAYyKIMU peMUCCU
o Hapacranue turpa AHIIA B quHamuke

o Kuunnueckuii penorun 3adoneBanus

o ITIA

o Ilopaxenue nerkux, BJII, cepaua

o CoxpaHHast QyHKIHS [TOYEK
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o O6octpenust AAB B anamHese
e Ocob6ennoctu UCT
o Pannss ormena UCT
o Hwuskas kymynsaTuBHas 103a nukiaodochamuma™*
o Ormena '[KC**
o Ilpumenenune #mukodeHnonara Moderuna It MOIIEPKUBAIOIIETO JICUCHUS
o Boccranosnenune nomynsimmu B-muMm@ouuToB mnocie MHAYKIMA PEMHCCUU
putykcumMabom**

e [Ipouwne dakTopsl

o XPpOHHUYECKOE HOCUTEIBCTBO 30J0TUCTOTO cTadriokokka B BT
o HocurensctBo amutens HLA-DP1*04 (y manuentos ¢ [1p3-AHIIA)

I[Ipu »sTtoM paxe enuHcTBeHHOE oOocTpeHre AHIIA-I'H sBnsercs He3aBHCHMBIM
(bakTopoM pucka HeOIaronpusTHOTo oveuHoro ucxoza [54]. Ipodunakrruka odbocrpennit AAB
u AHIIA-T'H urpaer xiro4eBy0 pojib B COXPaHEHHH MPOJOKUTEIBHOCTA U KauecTBa KU3HU
MAIMEeHTOB. B CBS3WM ¢ 3TUM MO Aep KUBAIONIAs Tepamws, HAapaBJICHHAs Ha IMpPeI0TBpaIlIeHHE

peuuanBOB 3a6OJ'IeBaHI/I}I, ABJIISACTCA CTAHAAPTOM BECACHUA IJIA OOJIBIIIMHCTBA mannucHTAa.

e [lammmentram c¢ AHIIA-T'H mnocime nocTwxeHUsT PEMUCCHUM  Mbl PeKOMEHAYyeM
NPOBOAUTH TOJJIEPKUBAIOIIYIO TEPANUI0 C LENbI0 MPOPWIAKTHKH 000CTpEHHUS
AAB.[123]

YpoBenb  yOeaureabHocTH  pexkoMeHaamuii C  (YypoBeHb  J0CTOBEPHOCTH

A0KA3aTeIbCTB — 5)

Kommentapun: CMm. BBeieHue B paszen 3.2

e [lammentam ¢ AHIA-T'H, nocturmmmM pemuccun Ha ¢oHe 11000 MHAYKIMOHHON
Tepanuy, Mbl peKOMEHJyeM II0CJI€ €€ 3aBEepIICHUS MPOBOIUTH MOJIEPKUBAIOIILYIO
Tepanuto #purykcumabom B go3e 1000 mr B/B B mepsble 0-14 nHeil mocne
TOCTHKEeHH pemuccuu, a 3areM 1o 500-1000 mr B/B Kaxkzple 6 MecC. C IICNIBIO
npodunaktuku oboctpenuit. [107,124]
YpoBeHb  yOeauTeJIbLHOCTH  pekoMeHaanuid A  (YpoBeHb  JI0CTOBEPHOCTH
0Ka3aTeJIbCTB — 2)
KommenTapun: HenaBHue vccine1oBaHUs TOKA3alH, YTO #PUTYKCUMA0 MOXKET YCIIEIIHO
INPUMEHATHCS HE TOJBKO IS MHAYKIMH PEMUCCHM, HO U ee Hojaepxkanus. B mporoxone
MAINRITSAN Obuto mpoBeneHO cpaBHeHHE 3((EKTUBHOCTH MOJAJEPKUBAIOIIEH Teparuu

#azatnonpuHOM™** B craHmaptHOH no3e u #Hpurykcumadbom (5 wuHpy3mit mo 500 wmr),
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npoaopkuteasHoCThi0 18 Mec.[107] B rpynme seuenus #a3aTHONPUHOM TSKEIbIE 000CTPEHUSI
3a0oJieBaHusI ObLTH 3aperucTpupoBanbl y 29% MalMeHTOB (Cpeaud HUX MOYTH y TOJOBHHBI C
BOBJICUCHHEM II0YEK), B Ipymie JedeHus #purykcumabom — y 5% (cpeau HHX HH OJHOTO
peumausa AHIIA-T'H), npu 3Tom pasnuuunst ObuiH TOCTOBEpHBI. [IpenmyiectBo #putykcumada
coxpansutoch u yepe3 60 mec. nuHamMuUeckoro HaOmoaeHus. B uccinemoannn MAINRITSAN2
OBUTO TIPOBENIEHO CpPAaBHEHHE IBYX CXEM TIOIICPKUBAMOIIEH Tepanmuu H#pUTyKcuMaOoM: B
¢uxcupoBannoit no3e 500 mr B gau 0 u 14, a Taxxe depe3 6, 12 u 18 mec. nmeueHuss u B pexume
«110 TpeOOBaHUIO», PU KOTOPOM H#PUTYKCHMAO BBOJWIN MPU BOCCTAHOBJICHUH TOMYJIsAIUU B-
auMoruros (urcio CD19+ kinetok >0) u/wnu noBeimeHun win yapoenun turpa AHIIA.[124]
Yacrora oOocTpeHuii 3a0oyieBaHUs U O0OIIEe YHCIO HEKEIATeIbHBIX sBJICHUM 3a 28 Mec.
Je4eHus: ObUIM COTIOCTAaBUMBI B 00EUX TpyIIaX, HECMOTPs HA TO, YTO CPEJIHEE YUCIIO BBEACHUI
npenapara B Ipymie JIeYeHHs «I0 TPeOOBaHUIO» OBLJIO MEHbIIE, YeM B TPYyIINE CTaHIapTHOTO
nedeHus (3 U5 COOTBETCTBEHHO).

B GonbmmmHCTBE McCieOBaHUN MO HM3y4YeHHIO 3(GQGEKTUBHOCTH #pUTyKCcUMaba™™* mis
nojsiepkanusi pemuccud AAB ydacTBOBanM ManMeHTHI, MOTYYaBIIUe ISl HHAYKIIMA PEMHUCCUU
mukiopochamun**.  ComocraBieHne  3(GEKTUBHOCTH  MOJACPKHMBAOIIEH  Tepanuu
#a3aTHOTPUHOM U #PUTYKCUMAOOM TIOCIIe HHAYKIIMH PEMUCCUU #PUTYKCUMAOOM Yy TMAlMEHTOB C
petmauBHpytomuM TeuenueM AAB Obuto mpoBeneHo B wuccienoBanun RITAZAREM.[125]
YcranoBieHno, yto B Tedenue 20 mec. mocie paHAOMHU3ALUK YacToTa oboctpenuii AAB Opu1o
JI0OCTOBEPHO HIDKE B rpyIie jeueHus #purykcumadom (13%) nmo cpaBHEHHUIO C TPYIION JIEYSHUS
#azatnonpuHoM (38%) mpU CONMOCTABUMOW YaCTOTE HEXEJIATeIbHbIX sABIeHUI. OnHAKO cxema
npumenenuss PTM B mpotokone RITAZAREM  otriauuanace OT  TpagullMOHHOW —
nojajepxkuBaromye a03bl  #purykcumaba (1000 mr NeS) BBogunu ¢ (UKCHUPOBAHHBIM
UHTEpBaJioM 4 Mec.

Takum 00pa3oM, OIMyOJTMKOBAHHBIE JTaHHBIE CBUICTEILCTBYIOT O 00Jiee BBICOKOM
apdexTuBHOCTH HpuUTyKcumaba s mojjepkanus pemuccnn AAB 1o cpaBHeHUHIO ¢
#azaTmonpuHoM. [lo3za #purykcumada i MOAJACP>KUBAIOIICTO JICUCHUS OOBIYHO COCTABIISIET
1000 Mr mocne MOCTHXKEHHS PEMHCCHH, a 3aTeM MOXKeT ObITh ymeHblieHa go 500-1000 mr
Ka)XxIaple 6 Mec.

) [Tammentam ¢ AHILIA-TH, nocturmmm peMuccuu, Mbl peKOMEHyeM B KaueCTBE

aNbTepHATHBBl TPU HEBO3MOXKHOCTH TMpPHUMEHEHUs #puTykucmaba HUCHOJIb30BaTh

#azatuonpuH (A3A) B 1o3e 2 Mr/kr/cyT B couetanuu ¢ [ KC** B Huzkoii no3e (ue 6onee

10 Mr o mpeaHN30JI0HY *¥) ¢ 11eTbI0 moAepkanus pemuccun.[61,126,127]
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YpoBeHb  y0eqUTEJLHOCTH pekoMeHIaumuii A  (YpoBeHb J0CTOBEPHOCTH
A0KA3aTEIbCTB — 2)

KommenTapun: B mnpouwiom s nogaepxkanus pemuccun AAB  wucnosib3oBaiu
mukiopochamun**.[97] Onnako JMTeNIbHOE TPUMEHEHHE IHKIo(GochamMuma** compsKeHo ¢
MHOTOYHCIICHHBIMUA ~HeXenarelbHbIMi  siBieHusaMu.[63,64] WccnenoBanne CYCAZAREM
MoKa3ajgo, 4YTO MpUMEHEHUEe #a3aTHONpUHA B J03€ 2 MI/KI/CYyT Ha NpoTskeHHH 18 Mec.
conoctaBuMo 10 3pdexTuBHOCTH ¢ T1HKIOPochamMuIoM™* B OTHOMICHUH TPOPUIAKTUKA
obocTpeHuii, mpu 3TOM oOaamaer aydmmMm mpodmiem OezomacHocT.[61] Tlo maHHBIM
uccinenoBanuss WEGENT mnoanepxuBaromiast Tepanusi #a3aTHONPUHOM HE yCTymajga 1o
3¢ (}HEeKTUBHOCT METOTpeKcaTy, B TOM YHCIE Y TAlMEHTOB C IMOpPaKEHHEM I[IOYeK B
anamue3se.[126] JIByxseTHsis Oe3peruarBHas BBDKHBAEMOCTh B TPYIIIE JICUCHHS a3aTHOMPUHOM
cocraBmna 71,8%. Ilo manueim PKUM IMPROVE #azatunpun mnpeBocxonun #MmukodeHosata
ModeTr mo 3PPEeKTUBHOCTH MOAepKaHus pemuccuu y mamuentoB ¢ ['TIA u MITA.[127]
OpnHako #a3zaTHonpuH MeHee 3((deKTUBEH IS NMPOPUIAKTUKU 000CTPEHUH, 4yeM #pUTYKCHMAO.
[107,124,125]

CrannapTHas MojJepKUBAOIAs J103a #a3aTHONPHUHA, NMPUMEHSBIIAsACS B OOJBIINHCTBE
UCCIIeIOBAaHUi, cocTaBiseT 2 MI/Kr/cyT. B MHIUBUIyabHBIX CIy4asx y MAIlMEHTOB C TSHKEIOH

MOYEYHON HEJI0CTaTOYHOCTRIO J103a Mperapara MOXeT ObITh YMEHbIIeHa 10 1 MI/KT.

e Mru He pexomenayeMm mnaumueHtam ¢ AHIIA-T'H, nocturmmm pemuccuu, mnocie
3aBEpIUEHUs]  a/JeKBATHOW  MHAYKUMOHHOM  Tepaluu  PyTUHHO  Ha3HAa4yaTh
HOJICPKUBAIOIIY IO Tepanuio #MuKodenonara MopeTmioM B o3e 2,0 T/cyT ¢ 1ebio
npouIakTuku 000ocTpenuin.[128]

e Mu pexkomenayem mnauumeHtam ¢ AHIIA-I'H, nocturmum pemuccuum, mnocie
3aBepIIEHUs] aJeKBAaTHOW MHAYKIMOHHOM Tepamuu TpU HENepEeHOCHUMOCTH WU
NPOTUBOMNOKA3aHUsA3 K #HpUTYKUCMalOy WIKM #a3aTHONPHUHY I[0JJIEPKUBAIOIIYIO
Tepanuio #mukodenonarta MmodermwioMm B go3e 2,0 I/CyT ¢ 1Enbl0 TMPOQPUIAKTHKA

oboctpennii.[128]

YpoBeHb  yOeIUTEJLHOCTH  pekoMeHaanuii A  (YypoBeHb  JOCTOBEPHOCTH
J0KAa3aTeJILCTB — 2)

KommenTapuu: Mera-ananu3 2021 r mokasan, 4yTo  Ha3Ha4YeHHE #H#MHUKOQEHOJaTa
ModeTuiia accouMUpoBaHO ¢ OoJiee BBICOKUM pUCKOM oOocTpeHuss AAB mo cpaBHeHHIO C
#a3aTHONIPHHOM Yy TAIIMEHTOB, MMOJyYaBIINX JUIS HHIYKIIMH PEMHUCCHU IUKI0pochamua™*.[128]

CornacHo pesynpTataM panpomusupoBaHHoro wuccienoBanuss |IMPROVE  npumenenue
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#mukodenosata ModeTria s noanepkanus pemuccud AAB compsbkeHo ¢ 00JbIIel 4acToOTon
pa3Butusi 000CTpeHHUit, YeM JieueHue #azatnonpuHoMm.[127] B cBs3u ¢ atum #mukodeHonata
MOQeTHI He JOJDKEH paccMaTpuBaThcs B KadyecTBE IIpemapara IepBOro psjaa Uit
MO//ICPKUBAIOIICH TEepaIruH, OJHAKO MOYKET OBITh MCIOJIB30BaH (B /103€ 2 I/CyT) B CHTYaIHsX,
KOI/la Ha3HaueHue #a3zaTHONpHHA WIM #pUTykcnMaba NpPOTHUBOINOKA3aHO, B TOM YHCIE Y
nanueHToB co cHmwkeHHoN CK®. Ilepen npuHATHEM 3TOTO pelIEHUs CleayeT OLECHUTh (PaKTOPbI

pucka o6octpenusi AAB (cm. BBenenue k pazneny 3.2).

e Mpnbl He pexomenayem mnanueHtram ¢ AHIIA-I'H, nocturmmum pemuccunm AAB,
Ha3Ha4yaTh METOTPEKCAT I o aepkanus pemuccun. [129,130]

YpoBenb  yOenuTelbHOCTH pexoMeHaammii B (ypoBenb  JgocTOoBepHOCTH
JA0Ka3aTeJIbCTB — 3)

KommenTapun: D¢dGheKTHBHOCTh NOIEPKUBAIOIIEH TEpaniuu METOTPEKCTaTOM B J103€
20-25 wmr/Hex y TAalMEHTOB, MONYYaBIIUX JUid WHAYKIMU pemuccuu LD, Ge3 3HAUMMOTO
CHIDKEHHUS a30TBBIIEIUTENbHOM QyHKIIMN noyek (kpeaTuHuH <130 MKMoIb/1) ObLIa JOKa3aHa B
HecKoJbKuX uccienoBanusx.[129,130] Oxnako mpuMeHeHHe mpernapara ObLTO COIPSIKEHO C
BBICOKOM YacTOTOW TIOYEYHBIX penuauBOB 3aboneBanusi. Kpome TOro, mnpuMeHeHHE
METOTpeKcara mnpoTuBomnokazano npu cHwkeHnn CK® wmenee 45-60 mui/mun.[121] Takum
o0pasom, MpUMEeHEeHHE MeTOoTpeKcara st noanepxkanus pemuccun AHIIA-T'H npencrasisiercs

HCOIIPpaBAaHHBIM.

e Mu He pexomenayem mnamueHtam ¢ AHIIA-T'H, ocrarommmucs nuanus-
3aBUCHUMbIMH, 0€3 BHENOYEUHbIX NPOSABICHUI 3a00jieBaHUA U C HOPMAJIbHBIM
ypoBHeM AHIIA, npoBoauTh MOANEPKUBAIOIIYIO TEpanuio BBUAY HU3KOU
BEPOATHOCTH  Pa3BUTHUA  BHEMOYEYHBIX OOOCTPEHMH M  BBICOKOTO  pHCKa
UH()EKIIMOHHBIX 0CI0KHEeHu#. [122,131]

YpoBenb  yOeaureqbHocTH  pexkoMeHaaumuii C  (YypoBeHb  JOCTOBEPHOCTH

A0Ka3aTebCTB — 3)

Kommentapuu: Puck pa3sutus penuanBa AAB CylleCTBEHHO HUXE, & PUCK PAa3BUTHS
MH(QEKLIMOHHBIX OCJIOKHEHUH — CYIIECTBEHHO BBIIIE Yy MalUeHTOB c TepmuHanbHOi TIIH,
noaydJaromux Jiedenue auann3om.[131] B mccnenoanuu Lionaki et al 6su10 mokasano, 4to
yacToTa pa3BuTHs oboctpeHuid AAB cymecTBeHHO cHmkaetcs mnocie pazsutus TIIH u Hauana
JI€YEHUs] TUAIIU30M, OJIHAKO 3TH pa3jIMuus JOCTOBEpHbI Juisl mauueHToB ¢ [Ip3-AHIIA, Ho He
MIIO-AHIIA.[122] B TO e BpeMsi NMPOBEICHUE IOAJCPKUBAIOIICH TEpanuu y MaIlHeHTOB,

InoJjiyqaromux  JICHCHHUC  OUAIIU30M, 8() CpaBHCHUIO C r‘pynnoﬁ, HE HOJ'Iy‘IaBI_I_Ieﬁ
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HOICPKUBAIOIIYIO TEPanuio, ObBUIO acCOIMMPOBAHO C BABOE OONBHICH YacTOTOW pPa3BUTHSA
MH(EKIIMOHHBIX OCJIOKHEHHUH, B T.4. (paTabHbIX.

B cBA3M ¢ 5TMM Ha3HadYeHHE MNOAACPKUBAKOLIEH MMMYHOCYIIPECCUBHOM TEpANHUHU Y
MaIMeHTOB 0€3 JOTOJHUTEIBHBIX (PAaKTOPOB pucka oboctpeHus (cm. Beaenue k pazaeny 3.2)
mpejcTaBiseT HeompaBaaHHbIM. OJHAaKO MpeACTaBiIseTCs OOOCHOBAHHBIM  IPOJIOJIKUTH
JUHAMHMYECKOe HAOJIOJCHUE 3THUX MAIEHTOB C LIEIbI0 CBOEBPEMEHHOTO BBISIBIICHUS TSXKENBIX
OTCPOYEHHBIX 000CTpeHMi 3a001€BaHNs1, KOTOPbIE ONMUCAHBI B T.4. Y MAI[MEHTOB, MOJIyYarOIINX

Jeuenue auanu3om.[132]

e [lammentram ¢ AHIIA-T'H, pocturmmMm pemuccun AAB, Mbl pexoMeHayem
NPOJONIKATh MOAJIEPKHUBAIOIIYI0 Tepanuio He MeHee 18 Mec. mpu HCHOJIb30BaHUU
#purykcumaba U He MeHee 24 Mec. MPHU UCIOJB30BAaHUU #a3aTHUONPHUHA C LEJBIO
npodunakTuku oboctpennit. [107,124,125,133,134]

YpoBens yOenuTeabHOCTH pexoMeHaanmuid B (ypoBenb jJo0cToBepHOCTH
10Ka3aTeJIbCTB — 2)

Kommenrapuu: IlpomomxurensHOCTh JedeHus #putykcumabom Oornee 18 mec. He
WCClIeoBajach B PAHJOMHU3UPOBAHHBIX WCCIEAOBAHHUAX, a OICHUTH MPOJOTIKHUTEILHOCTh
s dekra mocne BHIMOTHEHUS TOCTIeTHEH HH(Y3UH MIPEICTABISACTCS 3aTPyIHUTENBHBIM. B oTHOM
U3 HCCIeNoBaHMKA ObBUIO YCTaHOBJEHO, YTO TMPOAODKEHHE TOAJNEPKUBAIONICH Tepanuu
#purykcumaboM (MHQY3uM Kaxasle 6 Mec.) mocine 18 Mec. JiedeHHS acCOUMHMPOBAHO C
JIOCTOBEPHO 00Jiee BRICOKMMH TIOKa3aTelsiMu Oe3penanBHON BeDKUBaeMocTH (96%) 3a 28 mec.
HAaOIOACHUS TI0 CPABHEHUIO C MAIlMEHTaMH, Y KOTOPBIX IOJIEp’KUBAOIIEE JICUYeHHE OBLIO
npekpartieHo gepes 18 mec. (74%).[135]

Jlo HacTOAIIET0 BPEMEHH HE HAKOIUIEHO JOCTATOYHOTO KOJWYECTBA JAHHBIX JJISI TOTO,
9TOOBI ONPENEIUTh ONTUMATBHYIO IPOJOIKHTEILHOCTh TIOJJICPKUBAIONIEH Tepanun. B
PETPOCTIEKTHBHOM HCCIIeJOBaHMM ¢ ydacThueM mnauueHtoB ¢ [TIA Obl1o mokasaHo, 4YTO
MpUMEHEeHUEe #a3aTHUONpPUHA WM METOTpeKcaTa Ha MPOTSKeHUH Oosiee yeM 36 Mec. CHMXKaeT
OTHOIIICHHE PUCKOB penuauBa Ha 66%, a jeueHue B TeueHue 18-36 mec. — Ha 29%.[133] B
pPaHIOMHU3MPOBAHHOM KOHTponupyemoM wuccienoBannd REMAIN Opi1o  mokazaHo, 49TO
noJiepkuBaroiee Jieuenue #azatuonpuaoM u ['KC** Ha npoTtsokeHnn 48 Mec. acCOIMUPOBAHO
CO 3HAYMMO MEHBIIUM YHCIOM 000CTpeHuil 3a00JIeBaHUs U JIyYIlle TIOYEUHON BHIKUBAEMOCTHIO,
YeM MoJIep)KUBarolee jJeueHne Ha npotsokenun 24 mec.[134] Ipu atoMm, Tspkenbie 000CTpeHus

pa3Buiuch y 35% nanueHToB, 3aBEPIIMBIINX TEPANNIO Yepe3 24 mec.
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VY manmeHToB ¢ (hakTopamMHu pUCKa 0OOCTpEHHUs 3a00JICeBaHMWS, HAPUMEP MPH CTOUKOM
noseimeHneM [Ip3-AHIIA wiu permauBamMu 3a00JieBaHUs B aHAMHE3E, CIEAYyeT pacCMOTPETh

BOIIPOC O MPOJIOJHKEHUH TIOIJIEPKUBAIOIIIETO JieueHus 10 36-48 mec.

e Jlammentam ¢ AHIA-I'H, npocturmmm pemuccun AAB, MBI pexoMeHayem
TPOJOIDKATh Mo AepKuBarolryro Tepanuo [ KC** B reuenne, kak MmuHIMyM, 12 mec.
[136]

YpoBenb  yOeautebHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH
J0Ka3aTeJILCTB — 2)

KommenTapuu: Mera-ananu3 8 PKU u 5 o6cepBalinoHHBIX MCCIE0BAHUH MTOKA3aJl, YTO
yacToTa 000CTpeHuit 3a00eBaHus ObUTa HIDKE y MALMEHTOB, AIUTeNlbHO nonydaBumx ['KC** B
Hu3koi o3¢ - 14% (95%A1 10-19%), o cpaBHEHHIO C TPYIION MAIMEHTOB, MOJYYaBIINX
neuenne [KC** menee 12 mec. (48% (95% AU 39-58%)).[136] Onnako B MeTa-aHaau3e ObLTH
0000111eHbl JaHHbIE KpaiiHe pPa3sHOPOAHBIX HcclenoBaHud. B To ke Bpems B HcCIeAOBaHUU
@®paHIly3CKOW TPYIIBl MO W3YYEHHIO BACKYJIUTOB OBLIO IMOKAa3aHO, YTO COKpalleHHe oOieit
nponomkutensHoctu Tepanuu [KC** 1o 9 mec. He compoBOXKAAaeTcss MOBBIIMICHHEM pHCKA
permauBa.[137] Kpome Toro, miurensHoe neduenne ['KC** make B HU3KHMX /033X TOBBIIIACT
BEPOSITHOCTh PA3BHUTHUSI HEXENATEIbHBIX SBJICHUA Tepanuu. B CBS3M C 3THM Yy MalMEHTOB,
HaXOJISAIIUXCS B MOJTHOW PEMHUCCHU B TedeHue 12 Mec. clieyeT B WHAMBHIYAIBHOM IOPSIKE

paccMOTpeTh BOTIPOC O MOCTENEHHOM CHIKeHHUH 10361 [ KC** 10 moHO# OTMEHBI.

3.3 JIeueHue o00cTpEeHMii 3200J1€BaHU

e  Mpul pekomenayeMm nanuertam ¢ odoctpenusiMu AHIIA-I'H npoBoaAnTs MHIYKIIMOHHYO
teparto ['KC** B coueraHum ¢ puUTyKcUMaOOM** B COOTBETCTBUHM C TEMH K€
MIPUHIMIIAMY, YTO W JICYEHUE BIEPBBIC JHATHOCTUPOBAHHOTO 3a00J€BaHUs (CM. pasjen
3.1).[102,125]

YpoBenb  yOeauTelbHOCTH  pekoMeHaanuid A  (YpoBeHb  10CTOBEPHOCTH
J0Ka3aTeJIbCTB — 2)

KomMmenTapuu: VY mnamueHTOB, paHee yXKe TNOJy4daBmUX MHUKIopochaMua** mis
UHIYKIIMU PEMUCCUH, Ha3HAUCHHUE PUTYKcHMala** mpencraBisercs Oosiee NpeanoYyTUTEIbHbIM
JUTSL KyIUPOBaHUs 000CTpEeHHUH.

B OonbummHCTBE HCCIENOBAaHUM MO HM3YYEHHIO MpENaparoB Uil UHAYKIMHU PEMHCCHUU
AAB yuacTBOBaIM KaK TAIlMEHTHl C BIEPBBIC BBHISBICHHBIM 3a00J€BaHUEM, TaK H C
oboctpenusimu. Onuum u3 HemMHorux PKW, B nuzaiiHe KOTOPBIX Y4YTEH STOT (PakTop, ObLI

npotokon RAVE. Ero pesynbTarhl HOKa3aiu, 4yTO pUTYyKCMMaO** OGosee 3ddexTtuBeH mis
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WHAYKIUA PEMHUCCHH Y TMAIMEHTOB C PEIMIMBOM 3a00JieBaHus, yeM nukiopochamun™*.[102]
Kpome Toro, moBTOpHOE mpuMeHeHHE LuKIodochamuma™™ mist MHAYKIUKA PEMUCCHUU BAET K
HaKOTIJICHUIO BBICOKOM KyMYJISTUBHOM JJ03bI MPETapaTa, 4YTO aCCOIMUPOBAHO C BEICOKUM PUCKOM
HEKEJIATeIIBHBIX SBJICHUN.

HauGonpmee uucno mamueHToB ¢ AAB, mnonyyaBmmX WHIYKIIMOHHYIO TEpario
putykcumMaboM™* 1o moBojAy peuuauBa 3a0ojeBaHUs, ObUIO BKJIIOYEHO B HCCIEAOBaHUE
RITAZAREM.[125] TlopaxeHnue no4ek ObLIO BBIABICHO Y 67,6% 3THX MalMEHTOB, a MEIUaHA
KOHIICHTpAIlMi KPEaTUHWHA CBIBOPOTKU KpoBU cocTaBwia 97 (42; 542) mxmonw/a. Pemuccus
3a0oJieBaHusl ObLIa TOCTUTHYTA Yepe3 4 Mec. JieueHus purykcumabom™** (4 uadysum B no3ze 375
mr/m? ¢ unrepsanom 7 aueit) u TKC (0,5 umu 1 mr/kr/cyt) y 90% NalueHToB, B TO BpeMs Kak
4acTOTa TSKENIBIX HEXKeNaTeNbHbIX sBIeHUH coctaBuna 14,3% u Oblna HibKe, 4eM B

uccienoBanusax RAVE (22%) u RITUXVAS (42%).

3.4 Jleuenue pedpakTepHbuIX dopM 3a00JeBaAHNSA

EULAR npemnaraer cienyromiee onpeaenenue pedpaxrepaomy teuennto AAB[138]:

. CoxpaHeHre WM HapacTaHue akTMBHOCTH AAB mocne 4 HeA. MHAYKIMOHHOMU
TEparuu 1o CTaHJAPTHOM cXxeMe WIu

. HenocrartouHslii OTBET HA JIEYEHHE: CHIDKEHHE BelIMYMHBI MHIekca BVAS mHa
<50% nocne 6 Hel. IeYeHUs WU

. XpoHHUYECKOE TMEepCUCTUpPYIOIIee TeueHHe 3a0olieBaHUs: COXpaHEHHE, Kak
MUHUMYM OJTHOTO TSKEJIOTO WIIM TPEX HETSHKEIbIX KIMHUYECKHUX MPOSBICHUN, OIICHUBAEMBIX TI0
urnexcy BVAS, nocie 12 Hen. nedeHus.

[lepen Tem, kKak MNPUHATH pEHIEHHE O MOAU(MUKAIMK TEepanmuu Yy TMAalUeHTOB C
pedpakTepHbIM TeueHHEM 3a00Je€BaHNs, BO W30ex)aHNe BpaueOHBIX OMIMOOK CIEeTyeT OTBETHTHh
Ha CIIeyIOIIHNe BOIPOCHI:

. beun mu quarno3 AHIIA-I'H/AAB nocroBepro BepuduimpoBan?

. [Tosnydaer nu malMeHT peKOMEHAYeMble JJIsi MHIYKIUH PEMUCCUU TpernapaThl B
aJeKBaTHOM 103€e?

. SBnsttoTesa AU HaOMI0JaeMble KIIMHUYECKHE MPOSIBICHUS NPU3HAKOM aKTHUBHOCTHU

3a00JIEBaHMS WIIH OTPAKCHHUEM HCO6paTI/IMOFO IMOBPEKIACHUA OPraHOB U TKaHEeH?

. He sBasitoTcs au HaOMI0JaeMble CHMIITOMBI TPOSIBIIEHHEM COIYTCTBYIOIIHMX
3a00JIcBaHUi,  Hanpumep,  HHPCKIMOHHBIX  OCIOKHEHHH  WJIM  3J0KaYECTBEHHBIX
HOBOOOPAa30BaHUI?
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. Mp1 pexkomenayeM nanueHTam ¢ peppaxkrepusiM TeuenueM AHIA-I'H 3amenuTs
mukropochamMua** Ha purykcumad** wnm purykcumad** Ha mmxrodochamua**, wim
3aMEHUTh BHYTPHMBEHHOE BBeAeCHHE LUKIodochamuaa™* Ha mepopaibHbI MPUEM C

EJTbI0 OCTIDKEeHUs pemuccuu. [139-141]

YpoBenb yOeautelbHOCTH  pekoMeHaamuii B (ypoBeHb  10CTOBEPHOCTH
10Ka3aTeJbCTB — 3)

KommenTapuu: DddekTuBHOCT, pHUTyKCcHMaba** sl MHAYKIUH PEMHUCCHH Y
MalMeHToB ¢ pedpakrepHbiM TeueHneM AAB Obuta uw3ydeHa B HEOOJNBIIUX — CEPUAX
HaOmonenusx. [Ipu aTom y mammentoB ¢ pedpakrepasiMm AHIIA-I'H BeposTHOCTD yiydllieHUs B
pesyabTate JedeHus pUTykcuMaObom**  mamOonbinasn.[139,140] Ilo maHHbIM  aHaimu3a
HaOJI0/IeHUI MAaIIMeHTOB, yuyacTBOBaBIIuX B uccinenoBannun RAVE, putykcumad** mosxeT ObITh
6onee r¢dekruBeH, yuem muknodochamun**, nis neuenus pedpaxrepuoro AAB y manueHTosB ¢
ITp3-AHIIA.[102]

[To nanubiM uccnenoBanuss WEGENT Bo3MokHOM cTpaterueit nedeHus pedpakTepHOTOo
AAB y mamueHroB, MoJiy4yaroumx HUKIodochamMun** B pexuMe MyiabC-Tepanuu, SBISETCS
nepexo/i Ha MepopalbHbIi MpueM npenapara B go3e 2 mr/kr/cyT. [141] Ognako 3TOT mMoaxon
COTIPSDKEH C BHICOKMM PHCKOM Pa3BHUTHS HEXKENATEIbHBIX SBICHUN, BBUY HAKOIUICHUS BBICOKHUX
KyMYJISITUBHBIX J103 MIpemapaTa, a IoTOMY MOXET PacCMaTpPUBATHCS TOJIBKO PU HEBO3MOKHOCTHU
MpUMEHEHus puTykcumada™*. vV manuentoB B Bo3pacte 60-70 et no3y muknodochamuma™™ per

0S cieayeT CHU3UTH 110 1,5 mr/kr/cyT, B Bo3pacte >70 et — 1o 1 Mr/kr/cyT.

. Mp1 pexkomenayem nauueHnTam ¢ pegpaxkrepusiM TeuenueM AHIA-I'H no6aButh

K JICUECHUIO #BHYTpUBEHHBIN MMyHor1o0yuH (BUID') B no3e 2 r/kr, pazaeneHHoit Ha 3-5

JTHEH, C 1EeNbI0 CHIKEHHUsI aKTUBHOCTH 3a0o0ieBanus. [142]

YpoBenb  yOeauteabHOCTH  pekoMeHaauuid A  (YpoBeHb  10CTOBEPHOCTH
0KA3aTEIbCTB — 2)

Kommentapuu: [Ipumenenne BUI' B pomosiHeHME K CTaHAAPTHOM HMHAYKIIMOHHOW
Tepanmuu HauOoJIee OMpaBJaHO Y TMAIMEHTOB C TEPCUCTHPYIOMIEH HHU3KOW aKTUBHOCTBHIO
3aboneBanus.[143-145] HepmaBuuii mera-aHaau3 9 HCCIE€NOBAHUI I0OKa3ajl, YTO BBEICHHUE
BHYTPHUBEHHOTO HUMMYHOTJIOOYy/IMHA y ManueHToB ¢ AAB ObUIO acCOIMUPOBAHO C OBICTPHIM
CHIDKCHHEM IIOKa3aTese, OTpaKaroluX aKTMBHOCTh 3a00jieBaHMs: 3HaucHHE MHAekca BVAS,

koHuenrpaimu C-peakruBHoro 6enka u AHIIA.[142]

3.5 3amecTHTEIbHAS TOYEYHASA Tepalus
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BrokuBaemocth nanueHToB ¢ AAB, nonydaronux JIe4eHUe JUaU30M, COIIOCTaBUMaA C
HOKa3aTeasIMU B OOIICH MOMYJSIIMK JUadM3HbIX manueHtoB.[146,147] IMaumentam ¢ AAB,
JOCTUTIIMM TEPMUHAJIBHON MOYEYHON HEAOCTaTOYHOCTH MOXKHO HPOBOJUTH TPAHCILIAHTALIUIO
MOYKU. BBDKMBAaeMOCTh NAalMEHTOB M TpaHCIUIaHTaToB mnpu AAB He oTimuarorcs ot
rmokasaresieii B TpyIie MalueHToB ¢ ApyruMu 3aboneBanusamu.[148,149] Yactora obocTpenuii B
MOCTTPAHCIUIAHTAIIMOHHOM Tepuojie cHuxkaerca a0 15-20%, 9To MOXkeT ObITh CBS3aHO C
IpoBeJicHHeM 0ojiee aKTMBHOM HMMYHOCYNpecCHMBHOM Tepanuu. HanexHble NpeauKkTopsl

Pa3BUTHA pELIMBa B IEPECAKEHHOM OpraHe He YCTaHOBIICHBI.

e Mhubl pexkoMenayeMm nanveHtamM ¢ AAB OTIOXWTH HpPOBEICHHUE TPAHCIUIAHTAIIUH
NOYKH JO TeX TOp, IMOKa JJIUTENbHOCTh TOJHOM PEMUCCUU BHEMOYEYHBIX
nposBieHuil He cocTaBuT 12 mecsues. [150]

YpoBenbr  yOenurTeabHOCTH  pexkoMmenaamuii C  (ypoBeHb  J0CTOBEPHOCTH

A0KAa3aTeIbCTB — 3)

Kommenrapun: OnrtuManbHble CPOKHM BBIMOTHEHUS TPAHCIUTAHTALMU TOYKU TOCIHE
JOCTH)KEHHST PEMHUCCUM HE YyCTaHOBiIEeHbl. OJHAKO B OJIHOM M3 HCCIEeNOBaHMN Haunboliee
CUIIBHBIM TIPEIUKTOPOM JIETATBbHOTO MCXO/a IO pe3yibTaraM Kak OAHO(AKTOPHOTO, TaKk H
MHOTO(AaKTOPHOTO aHaJIu3a, ObLIO BHINOJHEHNUE TPAHCIUIAHTAIIMK MEHee ueM depe3 1 roj mocie

JOCTHXEHHS pemuccun 3a6osieBanus.[150]

e Mzl pekomenayeM namueHraM ¢ AAB B cocTossHUM MOIHOW pemuccuu >12 mec., HO
ocraromuMmcss AHIIA-no3UTHBHBIMU, HE OTKJIA/AbIBaTh TPAHCIUIAHTALIMIO IMOYKH, 32
UCKJIIIOYEHHEM cuTyauui, korma ypoBeHb AHIIA B CBIBOpOTKE HapacTtaer B
nuHamuke. [149-151]

YpoBenb  yOenutenbHocTH  pexkomenHaanmuii C  (YpoBeHb  /10CTOBEPHOCTH

10Ka3aTeJbCTB — 3)

KommenTapuu: Jlanuele o BiusHMH cepono3uTuBHOCTH 1o AHIIA Ha MoMeHT
TpaHCIUIAHTALIMU TOYKM HAa YacTOTy 000cTpeHuil 3a0oseBaHus NPOTHBOpPEUYUBHL. B nByX
HCCIeA0BaHUAX OBUTO MOKa3zaHo, yTo Hammane AHIIA B mupkynsiuu He sIBIsSETCS 3HAYUMBIM
¢dakTopom pucka pasButus peunuamBa AAB.[149,150] Opnnako Tspkenas BacKyJIOMATHS
TpaHCIUTaHTaTa 4aie pa3BuBanach y AHI[A-NO3UTHUBHBIX penMIMEHTOB. B omyOinkoBaHHOM
0030pe cepuii HaOMIOIeHUI aBTOpaMu ObUT cliejaH BBIBOJ O 3HAYMMO Oo0Jiee BBICOKOM 4acToTe
pa3BuTusi O0OOCTpeHWil y manmueHtoB ¢ moBbimieHHeM ypoBHs AHIIA Ha MomeHT
tpaHcrantanuu.[151] Takum oOpa3zom, caenaTh OTHO3HAYHBINA BBIBOJ O TOM, SIBJISICTCS JIH

HaJIM4YHuc AHHA B NUPKYJALIUU TPOTHUBOIIOKA3AHHUCM K BBIIIOJHCHHUIO OIICpallMH, HE
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NPEACTABISETCS BO3MOXHBIM. PeleHue cienyer NpUHUMATh HMHIMBUAYAJIBHO B KaXJIOM
KOHKPETHOM CJIy4ae IIOCJI€ OIICHKM BceX (PaKTOPOB pPHUCKAa PElUIMBA, B YaCTHOCTH THIIA

nupkynupyrommx AHITA 1 n3aMeHeHns: KOHIIEHTpaluy B JUHAMHUKE.

3.6 ConpoBoauTeIbLHAS TEPANUS

B Hacrosimee Bpems HeKenaTeNbHbIE SABJICHUS HMMYHOCYIPECCHUBHOM Tepanuu
MOCTETNICHHO BBIXOJAT HA TEPBBIM IUIaH B CTPYKTYype NMPHYUH JICTAIBHOTO HMCXOAAa M yTPAaThI
TpyAocrocoOHOCTH manueHToB ¢ AAB. B cBsf3u ¢ 3tuM mnpodunaktuka HHOEKITMOHHBIX

OCHOX(HCHHﬁ, OCTCOIIOPO03a U OHKOJIOTMYCCKUX OCJIOKHEHUH NMEET IEPBOCTCIICHHOC 3HAUYCH UC.

e Mbl pexkomenayem nauueHtaMm ¢ AHIA-TH, nonydaronmm — Tepanuo
muknodochamugom** wnu purykcumabom™** B coueranuu ¢ 'KC**, B oTcyTcTBHE
aOCONIOTHBIX  MPOTHUBOIOKA3aHUN  MPOBOAWUTH  MPOQPHUIAKTUYECKOE  JICUCHUE
CyIb(haMeTOKCa30I0M/TPUMETONPUMOM**  (KO-TpUMOKCa30oM**) B mo3e 400/80
mr/cyT (mn 800/160 mr 3 p/Hex) mepopanbHO C KOppeKIMel 103kl MPU CHIKEHUU
CK® B TeueHue Bcero Kypca Tepamnuu, a TakKe B TeueHHe 3 Mec. Iocle ee
3aBEpIICHUsT C IENbl0 MPEAOTBPALCHUS PpPa3BUTHS HMH(EKIMH, BBI3BAHHOMN
Pneumocystis jirovecii. [152,153]

YpoBenb yOeauTeqbHOCTH pekoMeHgammii B (ypoBeHb  [10CTOBEpHOCTH

JA0KAa3aTeJbCTB — 3)

KomMmentapun: PasButne TspKenbIX MHOEKIMOHHBIX OCIOXKHEHMH HaOmomaroT y 39%
naipenToB ¢ ['TIA, npu 3ToM 10 TpeTu M3 HuUX BbI3BaHbI P.Jirovecii.[154] B OGonbmHCcTBE
ciiy4aeB HMH(QEKIMH, BBI3BAHHBIC STHUM BO30YIHUTENEM, Pa3BUBAIOTCS B MEPUOJ WHIYKIUH
PEMUCCHH Y MTAIMEHTOB, HE TOJIydaroux npodunakrudeckoro euenus.[155] [Tomumo Tepanvu
nukiopochamMmugomM** u purykcumadbom™** NOMOTHUTENBHBIMU (AaKTOpaMHM pPHCKa Pa3BUTHUS
uHQpEKIUN ABISAIOTCS BO3pacT crapuie 55 ner, uucio aumdoruros <0,3x10%m, mmurensHoe
neuenne ['KC** B mose, mpesbrmaromieir 15-20 wr/cyr mo mnpenuusonony.[154,156]
Cucrematuueckuii 0030p PpaHIOMHM3HUPOBAHHBIX HCCIICIOBAaHWM TIOKa3all, 4YTO TPHUMEHECHUE
cylib(hamMeTokcazona/TpuMeTonpruMa y HMMYHOCKOMIIPOMEHTUPOBAHHBIX ManueHToB 6e3 BY-
UHQEKIMNA CHIKACT PUCK Pa3BUTHs MHQEKIMH, BbI3BaHHBIX P.jirovecii va 85% (OP 0,15; 95%
JU: 0,004-0,62).[152] B kpymHOM KOTOPTHOM HCCIEAOBAHHM OBLIO YCTaHOBJIEHO, YTO
npoduIakTUuecKkoe HazHAYeHHE CYIb(aMETOKCa30JIa/TPUMETONPUMa CHUXKAET PUCK Pa3BUTHUS
TsDKENbIX HHpeKuii y manuentoB ¢ AAB, nonyyatonmx purykcumad**, va 70% (OP 0,30; 95%

JIU: 0,13-0,69).[153]
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Cnemyer  oOpaTturb  BHMMaHhWe Ha  TO, 4YTO  HpoduIakTHdyeckas  J103a
cynbhamerokcazona/TpuMeTonpuMa** (Ko-TprUMOKca3osia**) oTnudaeTcss OT TOW, YTO B PsJC
cinydaeB npuMmeHstoT y nauueHtoB ¢ ['TIA ¢ mopaxennem B/III. Kpome TOro, y maumeHToB C
CK® 15-30 ma/mMuH mo3y mpemaparta cieayer ymenbmuTh 10 400/80 mr 3 p/Hen. Pexum
noszupoBanus y nanmeHToB ¢ XbII C5 He n3ydeH. Y manueHToB, MOITYyYarOlUX METOTPEKCarT,
mpernapaTr cjieAyeT MNPUMEHSITh € 0CO000M OCTOPONKHOCTHIO, BBHUAY TOBBIIIEHHOTO pHCKa

TOKCHYECKHX (D (PEeKTOB.

e [lammenram ¢ AHIIA-T'H npoBoaUTh MBI peKOMEHyeM IIPOBOJIUTh BAKIIMHALIMIO, 32
WCKJIIOYCHHEM >KMBBIX BaKIIMH, B COOTBETCTBHH C HAIIMOHAJIbHBIMU PEKOMECHIAUAMHU
110 BaKIIMHOMPO(UIAKTUKE U HAITMOHAIBHBIM KaJICHIApEM, B TOM YHCJIC BaKIIMHAIIHIO
NPOTHB ITHEBMOKOKKA, C TIICJIBI0 CHIDKEHUS pHCKa pa3BUTUS HWHQPEKIIMOHHBIX
ocoxHenui.[157]

Yposenbr  yOenurTeabHOCTH  pexkoMmenaamuii C  (ypoBeHb  J0CTOBEPHOCTH
0Ka3aTeILCTB — D)

Kommentapun: Xots BakiHaius HanOosee 3QpGeKTUBHA MIPH €€ BHITIOTHEHUH 32 3 HeJl.
710 HayaJia JICYEHUs!, 3TO He SIBIISIETCS] OCHOBAHUEM JIJIsI 3a/I€P>KKH Havyalla UMMYHOCYIIPECCUBHOM
tepanuu! BaknuHalMIO MPOTUB TPHUIIIA CIEIYET IOBTOPATH E€XKEroJHO Yy TMAalUEHTOB B
PEMUCCHU.

B menom, mpu HeoOxomumMocTH y ManuMeHTOB ¢ AAB MOTYT NPUMEHSTHCS IHOOBIC
MHAKTUBUPOBAHHBIC BAKIIMHBI, a )KMUBBIE — B CUTYyaIlUsIX, B KOTOPBIX OTKa3 OT MX MPUMEHEHUS
CO3/1a€T HEMOCPEACTBEHHYIO yIrpo3y *u3HW manueHrta. Clenyer OTMETUTh, YTO B HACTOsIICe
BpeMs TMOKa3aHWs K BaKIWHAIIMK TMAIMEHTOB, MOJYYaAIOIUX HUMMYHOCYIPECCHUBHYIO TEpaIuio
PaCIIUPSIOTCS, YTO OTPaKEHO B psajae NpoPuibHbIX pekoMenpaiwii.[157] PoacrBenHuky,
MPOKUBAIOIINE C MAIMEHTAMHU, MOTYT BaKIIMHAPOBAHKI JTIOOBIMU BaKIIMHAMHU TI0 TTOKA3aHUSIM, 32
WCKITFOYEHHEM OpajbHOM BaKIMHBI IPOTUB ITOJTUOMHUEITUTA.

B peanbHOI KIMHWYECKON MPaKTUKE MPOBECTH BAKIMHAIIMIO A0 Hadyajaa MHIYKIMOHHOW
Tepanuu B OOJIBIIMHCTBE ciaydaeB He ymaercs. OmHako 3(h(peKTUBHOCTh BaKIIMHAIIMK BO BPEMS
MMMYHOCYTIPECCHBHOM Tepanuu HesCHAa. B 4acTHOCTH, B MWIOTHOM HcclieloBaHUM Pneumovas
OBLIIO TTOKA3aHO, YTO BaKIMHAIIMS MPOTHUB ITHEBMOKOKKA C MCTIOJIb30BaHUEM 13- 1 23-BaJICHTHBIX

BaKI[MH MAI[HEHTOB, MMOJY4YaBIINX HHAYKIMOHHYO Tepamnuio, Opiia Mano3ddextuBHa. [158]

e Bcem mnammentam ¢ AHIIA-IT'H mnpoBoauTe Mbl peKOMeHAYeM IPOBOJUTH
BaKIMHAIIMIO TIPOTHB TPUIMMA C IENbI0 CHWKECHHS PUCKA Pa3BUTHS MH(EKIIMOHHBIX

ocnokHenuit. [159,160]
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YpoBenbr  yOenuTelbHOCTH pexoMeHaammii B (ypoBens  gocroBepHOCTH
A0KA3aTEIbCTB — 3)
KommenTapun: VIMMyHOT€HHOCTh BakIMHbI MPOTHUB T'PUIINA J0Ka3aHa y MAallUEHTOB C

AAB, a ec ipoBe/icHHE HE BIUICT Ha PUCK 000cTpenus 3adoneBanus.[159,160]

e Mpbl pekoMeHJAyeM TMaIeHTaM, TOJYUYalomUM JIedeHne uKiodochamumom™*,
Ha3Ha4YaTh TpernapaThl 2-MepPKanTOATAHCYTh(OHOBOW KHCIOTHI B BHUJIEC HATPUEBOU
conu (MecHa) B JOHHM BBeAcHHS nuKiaodpochamuma** ¢ menpio NpoPHIaKTHKH
TOKCHYECKOTO MOBPEIKACHHS CIIU3UCTOM MOYEBbIX myTei. [161]

YpoBenb yOenureabHocTH  pekoMeHaauuid C  (YypoBeHb  J10CTOBEPHOCTH

J0Ka3aTeJIbCTB — D)

KommenTapuu: MecHa CBS3bIBa€T TOKCHYHBIE META0OIUTHI IMKiIopochamuma*™* (B
YaCTHOCTH, aKpOJIEUH), YTO B COYETAHHUHU C MOTPEOICHUEM JOCTATOYHOTO KOMIUYECTBA YKUIKOCTH
CHI)KACT PHCK TIOBPEKACHHS CIU3UCTON MOYeBbIX MyTeit.[161] ITpemapar MOXeT MPUMEHSATHCS
KaK BHYTpb, TaK M BHYTpPUBEHHO. Jl03a pacCUMTHIBAaeTCSI B COOTBETCTBUM C WHCTPYKIWEH B
3aBHCHUMOCTH OT BBOJMMOM 1036l U IyTH BBeaeHus L{D.

e Mrb pexkomenayem mnamuentam C AHIIA-TH, nonywarommm nedenne ['KC**,
Ha3HAYaTh MPODUIAKTHUECKYIO TepaIUIo MpernapaTaMu Kaiblws, BUTamuHa D u mo
UHIUBUIYAIbHBIM TOKa3aHusIM OuchochonaramMu A NPOPHUIAKTHKH Pa3BUTHA
0CTEOTIOPO3a M CHIKCHHS PUCKA pa3BUTHS TiepesioMoB. [162,163]

YpoBeHb  y0eaUTEJbHOCTH  pexkoMeHAaumuii A  (YpoBeHb J0CTOBEPHOCTH

A0KA3aTeIbCTB — 1)

Kommentapun: OddexktuBHOCTS mNpemapaToB Kaubliusd M BUTaMuUHAa D, a Takxke
oucdochoHaToB IS MPO(PUIAKTUKN CHIDKEHHS] MUHEPAIbHOW TUIOTHOCTH KOCTHOM TKaHH Yy
nanueHToB, nonyyaromux sedeane ['KC, Oblna moka3ana B MeTa-anann3ax.[162,163] B cessu ¢
9THUM, BCEM IMaIMeHTaM, KOTOPBIM IUTAHUpYeTCs uuTeNbHas Teparmms [KC** criemyer
pEeKOMEeHAOBaTh B OTCYTCTBME NPOTHMBOINOKAa3aHUM TpUEM TNpernapaTroB  KajdbLUs U

xoJekanbimdepona.

3.7 JleyeHune 0cOOBIX Py NAIMEHTOB

. Ms1 pexkomenayem nanuentam ¢ AHIIA-T'H, nocturmmm pemuccuu, npoBOAUTh
JMUArHOCTUKY M Jie4eHue XxpoHuuyeckod Oosesnu mouek (XbBII) B cooTBercTBUM C
KIMHHYECKUMHU peKOMeHIaIMaMu Accormanun Hedposoros Poccun (AHP). [44]

YpoBenb  yOenuTelbHOCTH  pexkomenaanmuii C  (YypoBeHb  J0CTOBEPHOCTH

0Ka3aTeIbCTB — D)
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Kommentapun: PacnpoctpanenHocts XbII y mnaumentoB ¢ AAB  nocroBepHO
HEU3BECTHA. TepMUHAIbHAS TIOYEUHAs HEJOCTAaTOYHOCTh pa3BHBacTCs HEe MeHee yeM y 20%
naiueHToB ¢ AHIIA-TH. Opnako cpenu mnamuentoB, y Kotopbix XbBII He pocturaer
TEPMHUHAJIBHOW CTaJAMM, Y MHOTHX COXPAHSETCS CTOMKOE CHIKEHHE a30TBBIIEIUTENIbHOMN
¢bynkyy nouvek. [lo maHHBIM OMyOJIMKOBAaHHBIX CEpUil HAOIIOJEHHUI YacTOTa Pa3BUTUS CTaUM
XBI1 36-5 y nanmentos, nocturimux pemuccurn AHIIA-T'H, cocraBuia 10 49%.[35]

Xoporo u3BecTHO, uTo paszButue XbII camo mo cebe oka3pIBaeT 3HAUUMOE HETaTUBHOE
BIIMSTHUE Ha MMOYEYHYIO U OOIIyI0 BEDKMBAEMOCTh. B CBsi3u ¢ 3TuM y Becex manuentoB ¢ AHIIA -
I'H mocne nocTwkeHuss pEeMUCCHMM M CTA0WIM3alMM A30TBBIACIUTENIBHON (YHKIMUA MOYEK
cleyeT NpPOBOIUTh JUArHOCTUKY, cTparudukammio pucka XbBII u cooTBercTByIOLIME
MEpPOTPUATUS 10 HE(HPONPOTEKIUH M KOPPEKUUH OOMEHHBIX HapyIIEHHH B COOTBETCTBUH C

pekomennauusimu AHP.[44]

. Msbr  pexkomenayem xkeHmmHaM C  AHIIA-I'H otnoxuts muaHupoBaHue
OepeMEeHHOCTH Ha > 6 MeC. TOCIe TOCTHKEHUSI CTOMKON peMHUCCHU 3a00JIeBaHUS C LIETBIO
CHIKCHHMSI PHCKa HEOJaronmpusTHRIX UCXO0B OepeMeHHocTH.[164,165]

YpoBenb  y0enuTelbHOCTH  pexkomenHaamuii C  (YypoBeHb  J0CTOBEPHOCTH
J0KA3aTeJbCTB — 5)

KomMmentapun: Jlanueie o TeueHnn 6epemeHHocTd npu AAB orpanuyeHsl, 0JHAKO IO
JAHHBIM  OTACJBHBIX MCCIEIOBAHUNA YacTOTa pAa3BUTUS OCIIOKHEHUN HIDKE B Cllydyae
HACTYIUICHHS OCPEMEHHOCTH B MEPHO peMuccuu 3aboseBanus.[164,165] ITo Bcelt BuaumMocTH,
oboctpeHus: 3aboiieBaHMST BO BpeMsi OCPEMEHHOCTH pPAa3BHBAIOTCS HEYACTO, OJIHAKO
CYIIECTBEHHYIO MPOOIEeMy MOTYT CO3/l1aBaTh CPOPMHPOBABIIKECS HEOOpATUMbIEC TIOBPEKICHUS
opraHoB U TkaHel (Hanpumep, X BII).

Kpome TtOTO, OOJNBIIMHCTBO TpEmapaToB, NPUMEHSIEMBIX JIsi WHAYKIUH PEMUCCHH
(xmodocdamun®*, #mukodeHonara MoheTHT) TepaTOTSHHbBI HJIH HETOCTATOYHO U3YYEHBI IPU
oepemeHHOCTH (pUTYKCHMaO**), dYTo OOOCHOBBIBAET MMPHMEHEHHE BBICOKOA(P(HEKTHBHBIX
METO/I0B KOHTpALENIIMK Ha BpeMs JedeHus. B cBsA3M ¢ 3TUM IpeacTaBisieTcs Lenecoo0pa3HbM
OTJIOKUTH 3a4aThUe Ha CPOK > 6 MecC. Mocie JOCTHKEHHUS PEMHCCHUU, TIPU 3TOM ONTUMAIbHON
MO/IIEPKUBAIOIICH TEpanmuei MpeaCcTaBIsIeTCsl COUeTaHne #a3aThonpuHa U HU3KuX 103 [KC**,
BBHUIy MX Oe3omacHoctu. [InaHupoBanue U BeaeHHEe OEPEMEHHOCTH JOJIKHO OCYIIECTBIATHCS
COBMECTHO THMHEKOJIOTaMH, He(poioramMu M peBMaTOJOraMH, UMEIOIIUMHU COOTBETCTBYIOLIHIA

OIIBIT.
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I'onamoTokcHYHOCTH 1M MOKeT IposBIATHCS B KyMyIATHBHOM 103€ 8 T/M?, 4TO Cliemyer
YUUTHIBaTh IPU IUIAHUPOBAHUM JICUEHUS Yy MAIMEHTOB pENpOIyKTHUBHOIO Bo3pacTa (Kak

JKEHILMH, TaK U My>K4rH).[166]

4. MeauuuHckasi  peaOoMJaMTanMs, MeIUIUUHCKHE  TOKA3aHUA U
NMPOTUBOMOKA3AHUS K IPUMEHEHUIO METOI0B Pead uIuTAIMI

CrannmapTu3oBaHHBIC TIOJAXOABI K MEIUIIMHCKON peadunuTaruu mamueaToB ¢ AHIIA-T'H
He paspaboranel. AAB — mnonuopranHoe 3aboneBaHHEe, KOTOPOE MOXKET MPUBOJIUTH K
HEOOpaTUMOMY MOBPEXKICHUIO HE TOJBKO MOYEK, HO U JIETKUX, JbIXaTeNbHBIX IyTeH, cepaua,
HEHTPaIbHON U TepudepruuecKoil HEPBHOW CHCTEMBI, OpraHa 3peHusi, opraHa ciyxa.[167,168]
BHemHoCTh MalMeHTOB MOXKET MpeTepreTh HeoOpaTUMble U3MEHEHHsS H3-3a TMEPEHECEHHBIX
aMIyTaluil majgplleB W KOHEUHOCTeW (raHrpeHa), naedopmanmuu JUIEBOTO  CKelleTa
(«CeTOBUIHBIN HOC») WJIM BBIPAKEHHBIX PYOIOBBIX M3MeHEeHHH K0xu.[169] HacTo mareHTs!
CTpaJaloT OT XPOHUYECKOM yCTaNOCTH, MBIILIEYHON CI1ab0CTH, HEHPONATHIECKOM 001, KOTOpPbIE
JUIUTEJIBHO ~ COXPAHSIOTCS  TOCNe  JOCTHXKCHUS  peMmuccuu  3abonemanmsi. [170,171]
HexenarenbHble sSBJICHUS NMMYHOCYTPECCUBHOUN Tepamuu (CaXxapHbI AMa0EeT, 0CTEONopo3 U
HU3KOOHEPTETUUECKUE TEePEIIOMBI, OHKOJOTHYEeCKHe 3a00JeBaHus, TOHAJTOTOKCUIHOCTH,
YTHETEHHE KOCTHOMO3TOBOTO KPOBETBOPEHUS ) B PSJIE CIIy4aeB MOTYT MPHUBECTH K HEOOPATUMBIM
nocnenctBusiM. Passurue u nporpeccupoBanue XbBII sBisiercss BaKHBIM (PaKTOPOM, BIHUSIOIIIM
Ha Ka4eCTBO JKU3HU U OOIIYI0 BBDKMBAEMOCTh MAIMEHTOB, B CBS3U C Y€M BCE MAIUEHTHI CO
croiikuMm cHikenrneM CK® wwnu mpoTewHypuell HyXIAIOTCS B PEryJSIPHOM HAOIIOJICHUN
HepoJIoTa U pean3auyd KOMIDIEKCa Mep PO MPEIOTBPANICHUIO MPOTPECCHPOBAHUS MTOYCUHOU
TUCPYHKIIMK M KOPPEKIUH COMYTCTBYIOMMX OOMEHHBIX HApYIICHHH B COOTBETCTBUH C
pexomennarmsimu AHP.[44]

Pazsutne AAB MOXeT CyIIECTBEHHO CHH3UTH CIOCOOHOCTh TAaIMeHTa K Tpyay (1o
YeTBEPTH NAIMEHTOB TPYJOCIOCOOHOTO BO3pacTa HE TPYAOYCTPOCHBI H3-3a TOCIEACTBHIMA
00J1€3HH), TOMEIIATh TMPOJODKEHHIO OOYYCHHS M pa3pylIMTh CONMAIbHBIE CB3H.[172]
CrnencTBueM 3TOro MOXKET CTaTh ACMPEccHsi, KOTOPYIO TaKKe MOKHO paccMaTpuBaTh B YHUCIIE
OTJAJIEHHBIX OCa0KkHeHn AAB.[173]

B cBs3u ¢ 3TUM MHOTHE NAalMEHTHl HYXJAIOTCS B MEIUIMHCKOW U COI[MAIIBHOMN
peabunuTaluu: MEIUKAMEHTO3HOW U XHUPYPTUYECKOW KOppeKIuu CchOPMHPOBABIIMXCS
OCJIOKHEHHH, Tcuxoyiornueckoi mnomon.[174] Haubosiee ompaBaaHHBIM MPEACTABISCTCS

HepCOHaJ'II/ISI/II/IpOBaHHHﬁ MYJ'IBTI/II[I/ICI_II/IHJ'II/IHapHHﬁ noAXO0J K pCIICHUIO DTUX Hp06J'IeM.
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Ucxonet AAB 0osee OnaronpusiTHbI y TAIMEHTOB, KOTOpbie HH(DOPMUPOBAHBI 00
OCOOCHHOCTSIX TCUCHUS, JICUCHUS W TporHo3a 3a0oisieBanus. OOCYXKICHHE C MAIUECHTOM
BO3MOXHBIX TOJXO0JIOB K JICUCHHIO C YYETOM HWHAMBUAYAIBHBIX OCOOEHHOCTEH (BKJIFOUas
BOTIPOCHI IJTAHUPOBAHUE CEMBH) MOXKET CYIIECTBEHHO TMOBBICUTH NMPUBEPKEHHOCTH K JICUEHUIO.
3HaHWE TAIUEHTOM BO3MOYHBIX CHMIITOMOB OOJI€3HH TMOBBIMIAET MIAHCHI HA paHHEe oOpaIleHne
MAIMEeHTa 3a MEIUITMHCKOW TTOMOIIBIO TP pa3BUTHH o0ocTpeHuil. Kpome Toro, obmienrne Bpaya
C MAIMEHTOM II03BOJISIET OTPaJAUTh MOCIEIHET0 OT HEOOBEKTUBHBIX M MOTEHIMAIBHO OTACHBIX
CBEICHUN, KOTOPbIE MOTYT OBITh MOYEPIHYTHI U3 HEKOHTPOJIMPYEMBIX OTKPBITHIX MCTOYHUKOB

(MHTEpHET, CPeACTBAa MACCOBOM MH(POPMAITHIH).

e Mkl pekomenayem BpauaM-HedpoJoram IJIaHUPOBATH MEPONPHUATHS MO MEIUIIMHCKON
peadbwmuranuu narueHToB ¢ AHIIA-I'H u XBII B cooTBeTCTBHM C pPEKOMEHIALUSIMH

AHP nist yydineHns: o01Iero 30poBbs U KauecTBa KU3HH MalMeHTOB. [44]

YpoBenb  yOeautenbHocTH  pekoMeHaamuii. C  (YpoBeHb  I0CTOBEPHOCTH

0Ka3aTeILCTB — D)

e Mkl pekomenayeM Bpadam-HedposioraM nocie Havana nedeHus namuearoB ¢ AHITA-TH
OTCIICKMBATh HAKOIUICHHE HEOOPATUMBIX MOBPEXKICHHA OPraHOB M TKaHEW, a TaKxke
OCIIO’)KHEHUH, aCCOLMUPOBAHHBIX C OCHOBHBIM 3a00JICBAaHUEM M €r0 JCUEHHEM, a TaKXKe
II0 BO3MOKHOCTM OPTaHMU30BBIBATH HX KOPPEKLMIO C LEIbI0 COXPAaHEHUs KadecTBa
xu3nu.[44,174]

YpoBenb  yOeaureabHOCcTH  pexkoMmenaamuii C  (ypoBeHb  J0CTOBEPHOCTH
A0KA3aTEIbCTB — 5)

KommenTapun: Cm. BBeieHME B pa3zel

e Pexomenayercs BceM manuentam ¢ AHIIA-I'H, naunHasi ¢ mepBOro KOHTaKTa ¢ BpauoM,
JaBaTh TOJPOOHBIE OOBSICHEHUS O TPHPOJEC U OCOOCHHOCTSIX TedeHHUs 3a00JieBaHUS,
HeNsIX JIeYeHHs, BO3MOXKHBIX TMOJXOJaX K Tepanuu, HucXojax 3alojieBaHUs IS
MOBBIIICHUS BOBJICUEHHOCTH MAIIMEHTa B MPOLECC JICYEHUS W IPUBEPKEHHOCTU K
aeuennro.[44,175]

YpoBenb  yOeauteiabHocTH  pekoMenaanmuii C  (ypoBeHb  J10CTOBEPHOCTH
J0Ka3aTeJIbCTB — D)

KommenTtapuu: CM. BBeZieHHE B pa3jien
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5. IlpopuiakTuka u JUCHAHCEPHOE HADIIOAeHUE, MeTUIIMHCKUE IOKA3AHUS U

NPOTHBOINOKA3aHUS K PUMEHEHHIO MEeTO10B NPOPUIAKTHKHA

Metoasr nepBuyHoil mpodwmnaktuku AHIIA-TH u AAB nHe paspabotansl. OgHako y
MAIMEHTOB C YK€ YCTAaHOBJIEHHBIM TUATHO30M M TIOJYYalOUIMM MAaTOTEHETHYECKYIO TEparuio
CIIEZIyeT peaqu30BaTh PsI Mep, HAMPABICHHBIX Ha MPEIOTBPAIICHUE HEXKeNaTeIbHBIX SBICHUN
TEpaINH, a TAKKE CEPJIEUHO-COCYIUCTHIX OCJIOKHEHUI, KOTOPBIE U3JI0KEHBI B pazaene 3.7.

6. Opranu3anusi MeTUIMHCKOH MOMOIIIH

[Tokazanus A M1aHOBOM rOCIUTANM3AIMHI B MEUIIMHCKYIO OPTaHU3aLIHIO:

®opma - IaHOBas; yCIOBHUS - CTAllMOHAP, THEBHOM CTallMOHAD:

1) Wuunuanus HHAYKIIHOHHOM TEPAIMH MPH JETKOM TCUCHUH 3a00JIeBaHMUS;

2) HeoOXomuMOCTh 3aMEHBI CXEMbl HMHAYKIMOHHOW TEpalMy MpPU JIETKOM H
CPEIHETSDKEJIOM TeueHMH 3a0osieBaHMs, MpH pedpakTepHOM TEUEHHH
3a00J1€BaHUs WU Pa3BUTHH HEXKEJIATEeNIbHBIX SABJICHUM Tepanuu;

3) Heo0xomumMocTh BHITIOTHEHUS HE(PPOOHUOTICHH;

4) IlpoBeneHue IUIAHOBOTO IOBTOPHOIO BBENEHMS pUTyKcuMaba**  mimm
mikinodochamua*® B OTCYyTCTBHE IKM3HEYTPOXKAIOMIMX — NPOSIBICHHUN
3a00s1eBaH U

dopma - 3KCTpEHHAs!, HEOTII0KHAS; YCIOBUS - CTALHOHAP:
1) [TepBuunas nquarnoctuka AAB/AHIIA-TH
2) PasButne TSDKEIBIX OpPraHo- M OKM3HEYTPOXKAIOIIMX  IMPOSBICHUIMA
3a0o0eBaHUsl — OBICTPONPOTPECCHPYIOMIETO  IIIOMEpYJIoHeppuUTa, JAHATU3-
3aBUCUMOM MOYEYHON HEJOCTATOYHOCTH B Ae0t0Te, MU (Py3HOTO aIbBEOISIPHOTO

KkpoBoTeuenus, Tspkenoro nopaxkenus XKKT, [IHC, oprana 3penus;

3) Heo0xonumMocTh MpoA0mKeHNsT aKTHBHOW UMMYHOCYTIPECCUBHOW Teparuu

y TMAIMEHTOB ¢ HH()EKIIMOHHBIMH OCJIOKHEHHSIMH.

[ToxazaHus K BBIMKMCKE MalMeHTa U3 MEAUIIMHCKON OpraHu3auu

1) Croiikoe ymydIlieHHe COCTOSHHS, KOT/Ia MallMeHT MOXKeT 0e3 ymepoa s
30POBBSl  NPOJAOIDKUTH JIEUEHHE B  aMOYJIATOPHO-TIOIUKIMHIYECKOM

YUYPECKACHUN NI JOMAITHUX YCIIOBUAX

2) [Ipn HeoOXoAMMOCTM TepeBOAa MalUMeHTa B APYTYI0 OpTraHU3aLUI0
37PaBOOX PaHCHHSI,
3) ['py0Ooe HapylieHHe TOCUTATBLHOTO PEXUMA;
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4)

[Io nucbMeHHOMY TpeOOBaHMIO MAIMEHTa JIMOO €ro 3aKOHHOIO
IIPEACTABUTEISA, €CIIM BBIIIMCKA HE YIPOKAET KHU3HU MMALMEHTA U HE OIlacHa
Ul OKpyKarouux. B 3ToM ciydae BbIMCKa MOXKET OBITH NMPOU3BEJEHA
TOJIBKO C pa3pelIeHus ITIaBHOTO Bpadya OOJBHUIIBI WM €r0 3aMECTHUTES 10

neueOHoi padore.
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7. JlonogHuTteabHasi uHgopmanusa (B ToM 4yucie (GakTopbl, BAMSIONINE HA

HCXO0/1 3200J1€BAHUS UJIH COCTOSTHHS)

CpenHsisi TIPOJIOJKUTENBHOCTD JKM3HM TIOCJE YCTAHOBIICHHUS JUAarHO3a Yy HEJEYEHBIX
nanueHToB ¢ AAB B HaOMIOAEHHMAX CepeaMHBI MPOILIOr0 Beka cocraBiasiaa 5 wec.[94]
Buenpenne B kinuHHMyeckyto mnpaktuky ['KC** M HHMTOCTaTMKOB MO3BOJWIIO CYyIIECTBEHHO
yAy4IIUTh MOporHo3 mnamueHtoB ¢ AAB. Ho pgaxke HecMoTps Ha  aJeKBaTHYIO
uMMyHocympeccuBHyto Tepanuio, TXIIH pazsuBaercs y 20-30% OONbHBIX.

[Io naHHBIM pa3IUYHBIX HCCIIEIOBAHUIA HE3aBUCUMBIMHM MPEIUKTOPAMHU IMOYEYHOI
BBDKMBAEMOCTH SIBJISIFOTCS

e Kiunuueckue

o Bo3spacr nanuenTos
o Yposenb kpeatunrHa 1 CK® B nebrote 3a6051eBaHus
o Pa3BuTHe penunnuBoB 3a00J1€BaHUs C BOBJICUEHHEM ITOUYEK
o I'mnoxommiaemMeHTeMUs
e Mopdonoruueckue
o Mopdonorudyeckuii knacc Heppura
o Jlons coxpaHHBIX KIIyOOUKOB B OHOMTaTe

o BeIpaxkeHHOCTh TYOYIsIpHOU aTpoduu U CKIIepo3a KaHAJIBIIEB.
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Mopdonoruueckas knaccudukarus AHIIA-T'H, npemioxennas Berden et al (cm. paznen
2.5), MO3BOJSET OLCHUTH MPOTHO3 MMOYEYHOW BBDKMBAEMOCTH TaleHToB.[77] Tak, mokaszarenu
1- u 5-netHe#t MOYEUHON BBDKMBAEMOCTH COCTaBHIIU ISl okampHOTO Kiacca 93% u 93%, nns
Heppura ¢ nonynyHusMu — 84 um 76%, nns cMmemaHHoro kiacca — 69% u 61%, nng
ckieporudyeckoro — 50% u 50% cootBercTBeHHO. [Ipu 3TOM 7-11€THSS MOUeYHasi BEBIKUBAEMOCTh
MpU CKIIEpOTHYeCKOM Kiacce coctaBuina 25%. Ilomumo wmacca AHIIA-TH emuHcTBEeHHBIM
JIOCTOBEPHBIM MPEAUKTOPOM IMOYEYHON BHLKMBAEMOCTH OB ypPOBEHb KpEaTHHHHA CHIBOPOTKH B
nebrore 3aboneanus. Onnako kimaccudukaips Berden et al. He mpuHMMaeT B pacder YHCIIO
COXpaHHBIX KIYOOUKOB U BBIPKEHHOCTh TYOyJIOMHTEPCTHLHAIBHOTO (Hbpo3a, 3HAYEHUE
KOTOPBIX ISl OLEHKU MPOTHO3a OBLIO MPOJEMOHCTPUPOBAHO B HECKOJBKUX HCCIIETOBAHUSIX.
[176-178] Kpome Toro, B Mera-aHanuze 16 wucciaemoBanuii ¢ yvactemM 1945 marmeHTOB,
KoTopeiii mpoBeru Huang et al, O6bu10 MOATBEPIKIACHO, YTO CKIEPOTHYECKHM KIIAcC SIBISCTCS
JIOCTOBEpPHO HauboJiee 3HAaYMMBIM (akTopoM pucka pa3sutus TXIIH, HO mpu sToM modeuHas
BBDKMBAEMOCTh B TPYMNax MAlMEHTOB ¢ HE(YPUTOM C MONYIYHUSIMU M CMEIIAaHHBIM KIIaCCOM
cormoctaBuma.[71] B cBs3u ¢ 3TUM OBUIM TPEIIOKEHBI AIBTEPHATUBHBIC METOJbI OICHKH
MPOTHO3a MOYEUHOTO UCX0/1a C YU4ETOM MOP(HOIOTHIECKON Kap THHBI.

B 2018 r Brix et al. mpeanoXuiau HOBBIM MHIEKC MHTETPATbHOW OLICHKM NPOTHO3a, B
KOTOPOM YYHUTBIBAECTCS JOJS COXPAHHBIX KIyOOUKOB, BBIPAKEHHOCTh aTpOo(UU KaHATBIECB W
CK® na momenrt obcienoBanust — ANCA renal risk score (Ta6um. 6) [78]. Cymma 6aioB, paBHast
0, cooTBeTCTBYeT HHU3KOMY pHCKY, 2-7 0OamnoB — cpemnemy, 8-11 Boicokomy. Ilokazarenm
MOYECYHOU BBDKMBAEMOCTH uepe3 36 mec. HaOmiogeHus: Obuin paBHbl 100% B rpymnme HU3KOTO
pucka, 83-84% B rpymre cpeaHero pucka u 22-32% B rpy1ime BEICOKOTO PUCKA.

Pemmnueer AAB paszBuBatorcs noutu y 40% mnammentoB 3a 3-5 ner nabmoxenus. Ilo
JAHHBIM KPYITHOTO WCCIICOBAaHMS WX BEPOSTHOCTH BBINIE y TAIMEHTOB C aHTUTENIaMU K
npoTenHase-3 (MOYTH BABOE MO CPABHEHHUIO C HOCUTEISIMH AHTHTEN K MHEIIOTIEPOKCHIa3e), a
TaKkKe TPU HATWIUU TIOPAKCHUS BEPXHHUX JBIXATSIBHBIX MyTeH B paMKax OCHOBHOTO
3a00JIeBaHMs M CYIIECTBCHHO B MEHBIICH CTETICHH 3aBUCHUT OT HO30J0TrHYecKo# popmbl.[179] B
TpyIIe MAalMeHTOB C M30JIMPOBAHHBIM TMOPaXeHHEM MoYek (y KOTOpwix mpeobnamgator MITO-
AHIJA) yactoTra 000CTpeHH CpaBHUTEIIBLHO HEBBICOKA M COCTaBisieT 25% mpu cpellHeM Cpoke
HaOmoenust 62 mec. B 1o ke Bpems tun AHIIA He sBiseTcss HE3aBUCHMBIM IPEIUKTOPOM

3 hEKTUBHOCTH JIEUEHHMS, TIOYEUHOr0 Mk obrero ucxoaa [180].
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BrokuBaemocts nanueHtoB ¢ AAB 3a nocnennue 40 jeT 3HAUMMO YJIyYIIWIAch U MPHU
aJICKBaTHOM JICUCHHU MOXKET OBITh COTNIOCTaBHMA C MOKAa3aTesiMK 00IeH nomyisiun.[24,181].
[Ipu >TOM B CTPYKTyp€ MPHUYHH JETATHHOTO MCXO0Ja Ha TIEPBBIH IJIaH BBIXOIAT WHPEKIIMOHHbIE
OCJIOKHEHUSI M CEepJeYHO-COCYIUCTbIe 3a00JeBaHus, a [J0Jisl MPOSIBICHUA aKTUBHOTO
3a001eBaHMsI HEYKJIOHHO CHU)KAETCSl.

XOoTs TmoYeyHas HEAOCTATOYHOCTh PEAKO SBISETCS HENOCPEACTBEHHON MPUYUHOMN
JICTAJBHOTO HCXO/a, OHA SBISICTCA 3HAYUMBIM (aKTOpOM pHCKa ero passutus [177]. B
YaCTHOCTH, pa3BHTHE TiIoMepynoHeppura B aedrore I'TIA cymecTBeHHO yXyAlIaeT MPOTHO3
3aboneBanus B ueiaom (OP 4,45; 95% JAU: 1,48 - 13,65), B coueTaHnu CO CHMKCHHOU (yHKIIUEH
MOYEK PHUCK JIETAIbHOTO MCXOoJa Heckoiabko Bospactaer (OP 5,1; 95% HAU: 1,59 — 10,16) u
JIOCTUTaeT MAaKCUMyMa y TMallMeHTOB, HYXJAIOIIUXCS B MPOBEACHUN 3aMECTUTEIHLHON MOY €UHOMN
teparmu (OP 8,2; 95% JAU: 2,03 - 33,11). ¥V nammentoB ¢ MITA 3nauumoe cHibkeHue (pyHKUIUU
noyek B Ae0roTe 3a0oJeBaHus sABIsieTcs MapkepoM HeOsaromnpusTHoro ucxona (OP 3,69; 95%
JU: 1,006 — 13,4).[182,183] CaexyeT MOMHHUTD, YTO 3HAYUMBIMHU (DAKTOpPAaMH, BIUSIOIIUMH Ha
BBDKMBAEMOCTh NAalMEHTOB C AAB, SBIAIOTCS BHEMOYEYHBbIE MPOSIBIECHUS, B YaCTHOCTH

anbBeOJIIpHOE KpoBoTeueHue.[178,184]

61



KpuTtepun oneHKkH kayecTBa MeAMUIMHCKONH TOMOIIH

YpoBeHb YpoBeHb
Ne |[Kpurepuu kayecrBa y0eauTeIbHOCTH [10CTOBEPHOCTH
€KOMEHIALMI  |10KA3aTeIbCTB
1. | BemosaHeHO KOJIMYIECTBEHHOC ompeneeHne/A 2
COJICpKaHUs aHTUTEN K IUTOILIa3Me HEHTPO(DUIIOB -
AHIIA &« mpoTtemHaze-3 W MUEIONEPOKCHIA3E
metogoM MDA, unun nmAHIIA um nAHIIA meromom
PHU®D
2. |Brimonnena MMy HKIIMOHHAs ouoricus MOYKH, A 2
MPOBEJIEHO MATOJIOT0-aHATOMUYECKOE HCCIIEI0BAHNUE,
OMOICUItHOTO ~ Marepuajiia, B TOM 4YHUCIE C
NPUMEHEHHEM UMMYHOTHCTOXUMHUYECKUX METOI0B
3. [dns wHaykumm pemuccun HaszHaueH LD** wunuA 1
PTM** B coueranuu ¢ 'KC**
4. |Haznauensl ' KC** nmepopansno B 103¢ 0,5-1,0 r/kr |A 2
5. [[Ipu  nerkom  TeyeHuum  3aboneBaHMs  WIHA 1
CpPENHETSKENOM  TEUEHWH y  TAIUeHTOB  C
HerniepeHocuMocThio  L[D** u PTM** nazHaueHsl
#MM® B coueranun ¢ [KC**
6. |[Ipu Tsxenom teuenun AHLIA-T'H u y nanmentos clA 1
MEePEeKPECTHBIM CUHAPOMOM ¢ aHTU-BMK 0Gone3nbro
MIPOBEJICH IJ1a3MO00OMEH
7. [ocae IOCTHKECHHUS pemuccuun HazHaueHalA 2
nojajaepskuBaonias repanus #PTM unu #A3A
8. [Ipu pedpakrepHom TedeHHH 3a00JICBAHUS K JICUCHUIOA 2
no6asnen #BUT
9. [Ipu mnposemenun Tteparuu ['KC** omgHOBpemeHHOJA 1

NPOBOIUTCS TPOQUIAKTHKA Pa3BUTHS OCTEOINOPO3a)
[pernaparamMu KajJablyd, BUTaMHWHA I[ NN
ouchochonaTamu
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BbII'OAbI HJIM HWHOTO IMPEUMYIICCTBA, KOTOPOC IIOBIMAIIO Obl WJIM MOINO IOBIMATH Ha

HaJ[IeXKaIee UCTIOTHEHNE MU TIPO(EeCCHOHATIBHBIX 00s3aHHOCTEH.
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Ipuioxkenue A2. MetonoJiorusi pa3padoTKu KIMHUYECKHUX PEKOMEHAalM i

Vka3zaHus, TpEACTaBICHHbIE B  HACTOSALIMX  PEKOMEHJALUAX, OCHOBaHbl Ha
CHCTEMaTHYECKOM 0030pe JIHMTepaTyphl, BBINIOTHEHHOM ujeHaMu rpynmsl. Jas o00630pHOro
n3y4yeHus: ObUIM Mpe/CTaBIeHbl Bce cTaThH, omyOnukoBaHHble 10 2019 r. DkcnepTsl B cocTaBe
IPYNIbl BBINOJTHWIN 0030p 3TUX JAHHBIX M OTIENBHBIX CTaTed C MaKCUMAJIbHBIM YPOBHEM
JI0Ka3aTeIbHOCTH.

IeaeBast aynuTOpus NAHHBIX KIHHHYECKHX PeKOMEHIAIMI:

1. Bpauu-nedposoru

2. Bpaun-peBMaTosioru

3. Bpauu-tepaneBThl

Tadoauua 11. [Ikana oueHku ypoBHeii 1ocToBepHOCTH AoKa3aTeabeTB (Y1) nas

METOJA0B THATHOCTUKH (III/IaFHOCTI/I'-IECKI/IX BMeIJ.IaTeJ'[bCTB)

YA | PaciugpoBka

1 CucreMaTrudeckue 0630pLI HCCJIEeI0BAaHUM C KOHTPOJIEM pe(l)epCHCHBIM METOAOM HIIN
CHCTeMaTHIECKUI O630p PAaHAOMU3UPOBAHHBIX  KIIMHUYCCKUX HCCIEeNOBAaHUM C
INPUMCHCHUECM MCTa-aHaJIn3a

2 OTnenbHBIE HCCIEIOBAHUS C KOHTPOJIEM pedepeHCHBIM METOIOM WM OTAEIbHbIC
PaHIOMHU3UPOBAHHBIE KIIMHUYECKHE HCCIEAOBAHUS U CHUCTEMaTHYECKHe 0030psI
UCCIIeI0BaHMiA J1I000TO Mu3aiiHa, 32 UCKIIOYEHHEM PAaHIOMHU3UPOBAHHBIX KIMHUYECKUX
UCCIIEIOBAHUM, C IPUMEHEHUEM METa-aHaInu3a

3 HccnenoBanust 0e3 MOCIEIOBATENBHOTO KOHTPOJISL pPE(EpEeHCHBIM METOJOM WU
UCCIeIOBaHUA C pe(pEepeHCHBIM METOAOM, HE SBISIONIMMCS HE3aBUCHMBIM  OT
UCCIIEyeEMOT0 METOJla WM HEPaHIOMU3UPOBAHHbBIE CPAaBHUTEIIbHBIE MCCIEI0BAHUSA, B
TOM UYHCJIE KOTOPTHBIE UCCIIEA0BaHUS

4 HGCpaBHI/ITGHI)HI)Ie HCCICOOBAHMS, OMMMCAHUEC KIIMHUYCCKOI'O Ciliy4das

5 Nmeercs nuis 000CHOBaHNE MEXaHU3Ma JICUCTBUS WIM MHEHUE YKCIIEPTOB

Tadoauma 12. llIkana oneHkH ypoBHeli 10cTOBepHOCTH Aoka3aTeabeTB (Y/) nuas
MeTOA0B NPOPUIAKTHKH, JiedeHUs1 U peaduautanuud (MpoPUIAKTHYECKHX, JIeYeOHbIX,

PeadUINTAIMOHHBIX BMEIIATEILCTB)

Y] | PacuundpoBka

1 CucreMmarnueckuii 0030p PKU ¢ npumeHeHneM MeTa-aHan3a

2 Otnensabie PKU u cucremarudeckue o0030pbI HCCIIEAOBAaHWM J000TO jau3aiiHa, 3a
nckimouenrneM PKU, ¢ npumeHeHneM MeTa-aHanu3a

3 HepaH,Z[OMI/ISI/IpOBaHHLIC CPaBHUTCJIBHBIC UCCICA0BAHMS, B T.4. KOTOPTHBIC UCCIICAOBAHUA

4 HeCpaBHI/ITeHLHLIe HUCCIICAOBAaHUA, OMMMCAHUEC KIIMHHUYCCKOIO CiIydas W CEpUHr ClIy4dacs,
HNCCIICAOBAaHUsA ((CJ'Iy‘lB.fI-KOHTpOJ'IB»

5 HMmeercs numb 00OCHOBaHUE MEXaHHM3Ma JEHUCTBHUS BMEIIATEIbCTBA (,[[OKJ'II/IHI/I‘-ICCKI/IC

I/ICCJ'ICJIOBaHI/ISI) WM MHCHHC SKCIICPTOB
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Tadauma 13. [Ikaja oneHKH ypoBHeii yoenuTeabHocTH pekomenaammii (YYP) nas
METO/I0B NMPO(PUIAKTUKH, JUATHOCTUKH, JIeHeHUs] U peaduauTauuu (MpopuiakTudecKux,

ANATHOCTHYICCKHX, JIe‘IeﬁHbIX, peaﬁwnnaunonﬂblx BMemaTeJII)CTB)

YYP Pacmiugposka

A CunpHast pexoMmeHnauusi (Bce paccMaTpuBaeMble KpuTepuu 3((eKTUBHOCTH
(McXonbl) SBISAIOTCA BaXXKHBIMHM, BCE MCCIEIOBAHUS HMEIOT BBICOKOE WIIH
YAOBIETBOPUTEIBHOE  METOJOJOTUYECKOE  KayecTBO, MUX  BBIBOJABI  IIO
UHTEPECYIOIIUM MCXO0/IaM SIBJISIFOTCS COITIACOBAHHBIMM)

B VYcnoBHass pekoMeHanusl (He BCe paccMaTrpuBaembie Kputepuu 3¢GGHEeKTUBHOCTH
(ucxompl) SIBIAIOTCS BaXXHBIMH, HE BCE HCCICNOBAaHHMS HMMEIOT BBICOKOE WU
YIOBJIETBOPUTEIIEHOE METOJ0JIOTUYECKOE KAaueCTBO W/WIM WX BBIBOJBI IO
WUHTEPECYIONIMM HCXO0J1aM HE SIBJISIIOTCS COTIIaCOBAaHHBIMH)

C Crnabas pexkoMmeHganus (OTCyTCTBUE JI0KA3aTENbCTB Ha/JIekKAIEro KayecTBa (Bce
paccMmarpuBaeMble KpUTepuH 3(PPEeKTUBHOCTH (HUCXOMABI) SIBISIOTCS HEBAXKHBIMU,
BCE HCCJIEOBAHUS UMEIOT HU3KOE€ METOI0JOTUYECKOE KaUYeCTBO U MX BBIBOJBI IO
MHTEPECYIOIIMM UCXOJIaM HE SIBJISIIOTCS COTTIACOBAHHBIMU)

ITopsinok 00HOBJICHUS KIMHUYECKUX PEKOMEHAAIHNIA.

Mexanu3sM  OOHOBJIEHMS  KJIMHMYECKHMX  PEKOMEHAAUMH  MpeaycMaTpuBaeT  HUX
CHCTEMATUYECKYIO aKTyaIM3alUI0 — He peke YeM OJMH pa3 B TPU Toia, a TakXkKe MPH MOSIBICHUN
HOBBIX JIaHHBIX C TIO3MLMHU JT0KA3aTeNbHOW MEIHMIMHBI 10 BOMPOCAM JMArHOCTUKH, JICYCHUS,
npoUIaKTUKA ¥ peadWiIuTaMu KOHKPETHBIX 3a00ieBaHuii, HaIMYUM O0OOCHOBAHHBIX

JIOTIOJTHEHHI/3aMevanuii Kk panee yrBepxa¢uusiM KP, Ho He yare 1 pa3a B 6 Mecsiues.
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Hpuiaoxkenne A3. CnpaBodyHble MaTepHajbl, BKJIKYasg COOTBETCTBHE
NMOKAa3aHU K NMPUMEHEHHUIO M NMPOTUBONOKA3AHUH, CIIOCO00B NMPUMEHEHUS U
A03  JIEKAPCTBEHHBIX MpeNapaToB, HWHCTPYKUMH 1O MPHUMEHEHHUIO
JICKAPCTBEHHOI'0 Ipenapara

1. Knunanueckue PEKOMEH IaI1H. XpoHHYEecKas 00JIe3Hb OYEK.

https://rusnephrology.org/wp-content/uploads/2020/12/CKD _final.pdf
2. Knunnueckue pEKOMEHIAIINH. Octpoe [IOBpPEXKIECHUE IIOYeK.
https://rusnephrology.org/wp-content/uploads/2020/12/AKI1_final.pdf
3. HWHCTpyKIIMM N0 NPUMEHEHUIO JIEKAPCTBEHHBIX MpEnaparoB — CM. | OCyaapCTBEHHBIN

peecTp JaekapcTBEeHHbBIX npemnaparos https://grls.rosminzdrav.ru/
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IMpunoxenue b. Anropurmsl geiicTBU Bpaya
Anroputm neuenust AHIIA-I'H Tsxenoro teuenust

AHLIA-TH Taxenoro
TeyeHuA

HenepeHocumoctb
LUPA

PedpakrepHoe T
Te4yeHue

3ameHa B/B Ll®A Ha PTM PTM + FKC

uam LPA per os
* Mnhasmadepes
= SeUE PedpakrepHoe
TeyeHue

* Mnasmadepes
Pemuccua & BBIAT

Noaaepxusaowee
neyeHue

A3A + TKC
nnu PTM + TKC
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Anroputm neuenust AHILIA-I'H nersixenoro teuenus

AHUA-TH
HeTAXenoro TeyeHus

8/8 LU®DA + TKC
uwnnu PTM + TKC
wnn MM® + NKC

PedpakrepHoe
TeyeHue

3ameHa 8/8 LA Ha PTM
3ameHa PTM Ha B/B LJ®A
Pemuccua 3ameHa MM® Ha UPA van PTM
* Nnasmadepes
+* BBUI

Mopaepxusalo
wee neyeHue

A3A + TKC
unu PTM + TKC
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Hpunoxenune B. Undopmanus 1A nanmeHTa

CucreMHbIe BaCKYJIUThI, aCCOLIMMPOBAHHBIE C AHTUTENaMU K LIMTOIUIa3Me HEUTPOpUIOB
(AHIIA) — »T0 ayToumMmyHHasi 60J1€3Hb, IPU KOTOPOM MPOUCXOIUT BOCTIAJIEHUE U MOBPEXKICHUE
MEJKHUX KPOBEHOCHBIX COCYJOB B pa3ziIWuHbIX opraHax. CyIlecTBYeT HECKOJIbKO BapHUaHTOB
3a0o0JieBaHusI, TPOSBICHUS (CHMNOTOMBI) KOTOphIX oTiaudaroTcs. AHI[A-acconmmupoBaHHBIE
BAaCKyJIUTHl — OYEHb peakKoe 3aboseBaHue (3a roj 3aboneBaror 1-2 vemoreka w3 100.000), a

IIPHUYHHBI €T0 Pa3BUTUA 10 KOHIIA HC ACHBI.

Y 300poBBIX JIOACH HMMYyHHas CHUCTeMa CIocoOHa MPaBWIBHO pacro3HaBaTh
4y>KEepOIHBIE JIEMEHTBI, OMABIIUE B OPraHU3M, Hanpumep, OaKTepUH U BUPYChI, 1 YHUYTOXKATh
UX C MOMOIIBIO0 CHEIUATBHBIX KIETOK M aHTUTEN. AYyTOMMMYHHbIE 3a00JIeBaHUs Pa3BUBAIOTCS
u3-3a cOos B paboTe MMMYHHOW CHCTEMBI, KOTOpas OIIMOOYHO aTaKyeT KJIETKH U TKaHH
cobctBennoro tena. [Ipu AHIIA -acconnupoBaHHbIX BacKyiauTax ocoOblid Tun anturen, AHLIA,
B3aMMO/ICHCTBYET C KIETKAaMH HMMYHHOU CHCTEMbI — HEUTpoduIamMu, n3-3a 4ero OHU HAYMHAOT
aTaKoBaTh M MOBPEXKIaTh CTEHKH MEIKHX KPOBEHOCHBIX COCYIOB (KammwuispoB). [Toatomy mpu
AHIIA-accounnpoBaHHBIX BACKYJIUTAX B MEPBYIO OUEPEAb CTPAIAIOT OPTaHbl, B KOTOPBIX MHOTO
KPOBEHOCHBIX COCYJIOB - IOYKH, JIETKHE, KOXa, HepBHas cucrema. llopaxkeHune mnodexk Ipu
CHUCTEMHOM BacKyJIHTe, Tak Ha3biBaeMblii AHIIA-accorunpoBaHHbIl TI1OMEepyIOHEDPHUT, MOKET
B TEYCHHE HEKOTOPOTO BPEMEHH HE COIMPOBOXAATHCS OONBI0 WIM OTEKaMH, HECMOTps Ha

BBICOKYIO aKTUBHOCTH 00JIE3HH M OBICTpOE pa3pylLIeHHE MOPAKEHHOTO OpraHa.

Huarno3 AHI[A-acconMUpOBaHHOTO BAaCKyJIUTa MOXKET OBITh YCTaHOBJIEH TOJBKO
BpauoOM Ha OCHOBAaHUHU PE3YyJbTaTOB JAOOPATOPHOTO M WHCTPYMEHTAIBHOTO O0OCIEIOBAHMU.
[Momumo o0miero aHanW3a KPOBH M OOIIEro aHaln3a MOYH, OMOXMMHYECKOTO aHajIh3a KPOBH,
HEOOXOAMMO BBHITIOJIHUTh aHAJIW3 KPOBM HA aHTHUTENa K LuTOoIUIazMe HeutpodwuinoB. Ecnu
o0cneoBaHNe YKa3bIBaeT Ha MOpaKEeHHE MOYeK (MOsSIBICHHE KIETOK KpOBU M Oelka B MoUe,
MOBBIILIEHNE KOHLEHTPAallUM KpeaTMHUHAa B KpPOBH), Bpaud MPOBOJAT OHUOICHIO IMOYKU —
HCCIIeIOBaHUE HEOOJbIIOro (parMeHTa IOYKH, I[OJyYEHHOTO C [OMOUIbIO IPOKOJa
crenyanbHOM urinoi. buoncus moykn HeoOXoAuMma Il MOATBEPHKIEHHUS JAMArHO3a U OLEHKH
MporHo3a 3a0o0JieBaHMs BCEM MAl[MeHTaM C Mpu3HaKamMu mnopaxkeHus nouek npu AHIIA-

ACCOIMMMPOBAHHOM BAaCKYJIUTC.

AHIIA-accounupoBaHHbIE BAacKYJMTHI HE MPOXOJAT caMu 1Mo cebe 0e3 crenuaabHOTO
nedenusi. OTKa3 MalMeHTa OT Je4YeHUs1 ¢ OOJBIION BEPOSITHOCTHIO NMPUBEAECT K HEOOpaTuMoMy
HOBPEKICHUIO MOYEK, JIETKUX U JPYTUX KU3HEHHO BAXKHBIX OPTaHOB C Pa3BUTHEM MOYEHUHOU U
JBIXaTEIbHON HEIOCTATOYHOCTH, @ B TSDKENBIX CIIydasix — K cMepTH mauueHta. CyniecTBYIOT
pasnuuHble moaxoabl K JedeHno AHI[A-accommupoBaHHBIX BacKyJIUTOB, BCE OHU HampaBlIEHbBI
Ha TIO/IaBJICHWE AaKTUBHOCTHM WMMYHHOW CHCTEMBI, UYTO OCTAaHABIMBACT MOBPEXKICHHUE
MOpaXCHHBIX OPraHoB. Bpauum MOTYT Ha3HauaTh pa3IWYHbIE COUYETAHHUS JIEKapCTB, YTOOBI
JOCTUYb PEMUCCHUU 3a00JIeBaHUS — COCTOSIHUS, TIPH KOTOPOM aKTHBHOCTH OOJIE3HH OTCYTCTBYET.
CBoeBpeMeHHOE Hauajao J€YeHHS W Pa3yMHBIH BBIOOp MpemapaToB MO3BOJISIIOT COXPAHUTH
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BBICOKYIO MPOJIOJIKUTENIBHOCTD U KaYECTBO JKU3HU NManueHToB. OQHAKO clieyeT IOMHUTD O TOM,
yto AHIIA-accouunpoBaHHble BaCKyJIMThl — XpPOHHUUYECKOE 3a00j€BaHKE, IPU KOTOPOM MOTYT
pa3BuBaThCcsl 000CTpeHHUs (NMOBTOPHBIE 3MU30/bl YXYJAILIEHHS) IOCJE 3aBEPIICHUS OCHOBHOM
(a3pl JiedeHus. B cBA3M ¢ 3TUM manueHtaMm cleayeT PEryJsipHO HaOII0JaThes y JIedallero
Bpaua-Hepposiora M He MPOIYCKATh 3alIaHUPOBAHHBIE KOHCYJIBTAlMM M 0O0CIIEIOBaHus,

HECMOTpPs Ha XOpomee CaMO4YyBCTBUC.
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Hpuaoxkenune I'l. IlIkaabl OHEHKH, BONPOCHHKH W JApPyrue OLICHOYHbIE

HHCTPYMEHTBI COCTOAHHUSA

pPeKOMeHIaAUuAX

namueHTa,

NPUBECACHHBIE B KJIHMHHYC€CKHUX

Ha3Banune Ha pycckoMm si3bIKe: BUPMUHIeMCKHI MHAEKC aKTUBHOCTH BAaCKYJINTA, BEpCUs 3
OpurunanbHoe Ha3zBanue (ecnu ects): Birmingham vasculitis activity score (BVAS), version 3
Hcrounnk (oduimanbHblii caiT pa3paboTunkoB, myoOnukanus ¢ Bagumanmeii): Mukhtyar C. et
al. Modification and validation of the Birmingham Vasculitis Activity Score (version 3). // Ann.
Rheum. Dis. 2009. Vol. 68, Ne 12. P. 1827-1832.

Tumn: uanexc

Ha3snauenwne: koamdecTBEHHAs OICHKa aKTHMBHOCTH CHCTEMHOI'0 BAaCKyJIHMTa IIO0 KIMHHYCCKHUM

NPOSBICHUSIM

Coneprxanue (1adyioH):

[MTanuenr: Jlata poxxaeHus: CymmMma 6arioB:
Bpau: JlaTa oueHku:

OtmeyaiiTe TOJIBKO ITyHKTBI, OTHOCSIINECS
K aKTUBHOMY BacKynuty. Ecnu Hapyenuit,
OTHOCSIIMXCA K pas3fely HE BBIABIEHO,
otMmeTbTe «Her»

Ecnun BCE NPOSIBIICHUS 00y CIIOBJIEHBI
NEePCUCTUPYIONIEH AaKTUBHOCTBIO OOJIE3HU M HE
SBJIIIOTCS HOBBIMH, T.€. MOSBWINCH paHbIIe, YeM
3a 4 HeJ. 10 OIIEHKH, TO CYMMHUPYIOTCSI OaUibl B
cronbue «mnepcuctupytomasy. [Ipu Hanuuun xoTs

Obl  ONHOTO  HOBOTO  TPOSBICHUS WU
OTPHUIATENIEHON JTUHAMHUKHU IO OJHOMY W3 HHUX
CyMMHUpYIOTCS Oaiibl B CTOJOIE  «HOBOE
MIPOSIBIICHUE/ Y X YILICHUE)
IlepcucTupyromas Hosoe mnposiBiienne/
YXY/AllIeHHe

1. O0mme mnposiBJIeHU — MAKCHMYM | 2 3

0aJ10B

Muanrus 1 1

ApTpanrusi/apTpur 1 1

Jluxopanka >38°C 2 2

CHmxeHne Macchl Tejia Ha >2 KT 2 2

2. Ko:kHble — MAKCUMYM 0aJ1J10B 3 6

HNudapKTsl KOKHK 1 2

[Typrypa 1 2

S3BBI 1 4

s TI'anrpena 2 6

Jlpyrue nposiBieHus: KOYKHOTO BaCKYJIUTa 1 2

3. Caiu3ucTtoie 000109KH/OpPraH 3peHust — | 3 6

MaKCHMAJIbHBbIN 02J11

SI3BBI HA CIIU3HMCTOM MOJIOCTH PTA 1 2

['eHHMTATIbHBIC SI3BBI 1 1

ATHEKCUT 2 4

3HaYMMBIi ITO3 2 4

CKJ1epuT/>IHUCKIEPUT 1 2

KonsloHkTuBHT/01€hapuT/KepaTuT 1 1

3aTyMaHEHHOE 3pEHUE 2 3
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Octpas moTeps 3pCHUs HET 6
YBeur 2 6
% Ilopa:keHue ceTuyaTku (Backyaut/ | 2 6
TpOMO03/ Ikceynat/
KPOBOM3JIHsIHHUE)
4. JJOP-opranbl — MaKCHMAJIbHBIN 021 | 3 6
Kpossiaucroe otaensemoe u3 Hoca/ KOpKu/ | 2 4
S13BBl/ TPAHYJIEMBI
Cunycur 1 2
TTonckmamouHbIA CTEHO3 3 6
KoHayKTHBHAS TYTOYXOCTh 1 3
+* HeiipoceHcopHAasi TYTOYX0CTh 2 6
5. Oprasmsl  rpyaHoii  mojoctu  — | 3 6
MaKCHMAJIbHBbIN 02J11
Xpunbl 1 2
MSTKOTKaHHbBIE 04ark WK MOJOCTH HET 3
[111eBpanbHbIN BBIIOT/ INIEBPUT 2 4
NudunpTpaTs 2 4
DHI00pOHXHATBHOE TIOPAKEHUE 2 4
% MaccuBHoe KpoBOXapkaHbe/ | 4 6
AJIbBEOJISIPHOE KPOBOTEUYEHHE
s JIpIXaTejbHAsi HEIOCTATOYHOCTD 4 6
6. Cepae4Ho-cocyaucTbie -3 6
MaKCHMMAaJbHBIH 0aJL1
OtcyTcTBHE mynbcanuu mnepudepuueckux | 1 4
aprepui
[TopakeHne Ki1anaHOB cepira 2 4
[Tepukapaut 1 3
s Hmemuuyeckue 060 B o0JacTu | 2 4
cepaua
s Kapanomuonarus 3 6
% 3acroiinas cepaeyHas | 3 6
HE0CTATOYHOCTh
7. Oprabnsl  OpomHoOi mojoctu — | 4 9
MaKCUMAJIbHBII 0211
[TeputoHuT 3 9
Jlnapes ¢ mpuMechI0 KPOBHU 3 9
« Bboau B KUBOTe HIIEMHYECKOTO | 2 6
THIA
8. [loukn — MakcuMAaJIbLHBI 0211 6 12
ApTtepualibHasi THIICPTCH3HS 1 4
[Iporennypus >1+ 2 4
« I'ematypus >10 B n1/3p 3 6
Kpeatuaun ceiBopoTku 125-249 MxMouw/i | 2 4
(1,41 — 2,82 mr/mn)*
Kpeatuaun ceiBopotku 250-499 mxmous/i | 3 6
(2,83 — 5,64 mr/on)*
% Kpeatunun cpiBoporknm >500 | 4 8
MKMOJIb/J (5,66 mMr/nia)*
+ TloBbllIeHHe YPOBHsSI KPeaTHHHHA | HET 6
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Ha >30% oT HCXOAHOIO WIH
camkenne CK® wnHa >25% o
HCXO/THOTO
*OILeHUBAETCS TOJIBKO IMPH ITIEPBOM OCMOTPE
9. HepBHasi cucrteMa — MaKCHMMAJbHBIH | 6 9
0as
['onoBHast 601k 1 1
MEHUHTHUT 1 3
Oprann4yeckoe HapyIIeHHEe CO3HAHMS 1 3
Cynoporu (He CBS3aHHBIC C TIOBBINICHHUEM | 3 9
JTaBJICHUS )
+ IlepeOpoBacKyasipHas 3 9
KaTacrpoda
+ Tlopa:kenue CHHHHOIO MO3ra 3 9
« IlopakeHHe 4YepemHO-MO3TOBBIX | 3 6
HEPBOB
CeHcopHas MOJUHEUPOATHS 3 6
% MHoKeCTBEHHbIIi MOHOHEBPHUT 3 9
10. IIpouee HeT HeT

X/

% Tsoxensie NOpaXXCHUA

Ecnu CyMMa 0aioB B pasaciic MmpeBbIIIACT MaKCHMaHBHBIﬁ, IpH MOACUCTC YUUTBIBACTCA

MaKcUMabHBIN 0ast 3a pasien.

Ha3Banue Ha pycckoM si3bike: UHIEKC MOBpekAeHUs IPH BACKYJIUTE

OpurunanbHoe Ha3Banue (ecnu ectb): Vasculitis Damage Index (VDI)
Hctounuk (oduimanbHbIi caiiT pa3paboTYMKOB, MyOaukamus ¢ Banuaanueii): Exley AR, et al.
Development and initial validation of the Vasculitis Damage Index for the standardized clinical
assessment of damage in the systemic vasculitides. // Arthritis. Rheum. 1997. Vol. 40, P. 371

380.

Tun: nagexc

Ha3snauenne: KoOIM4YECTBEHHAS OIICHKa HaKOIIJICHHA H606paTI/IMI)IX M3MCHEHHUH OpraHoB #u
TKaHeH BCJIICACTBUC AKTUBHOCTHU CUCTCMHOT'O BACKYJIMTA WJIX IMIPOBOJHUMOTIO JICHCHUA

Coneprxanue (11abioH):

[Ipu 3amoTHEHUH CIEAYeT YYHTBHIBATH JIUIIb MPOSBICHHUS, KOTOPhIE Pa3BHIMCH TOCIE 1e0I0Ta
CHCTEMHOTO BacKyJUTa W coxpaHstoorcs >3 mec. B ommume ot mHaekca BVAS crenyer

YUYUTBIBaTb HE TOJIBKO TIPOABJICHHUA, Pa3BUBUHINECA

BCJIEIICTBUE

3a00/ieBaHusg, HO H

HEXCIIATCIBHBIC SABJICHUA TCpaIniu. Ka>1<210e IMPOABJICHHUE OLICHUBACTCA B OJJUH Oami. Bennunna
HWHACKCA B JTUHAMUKC MOXET JIMIIb YBCINYNUBATHECA HUJIN OCTAaBaTbCs Hpe}KHeﬁ, HO HE CHHMXATbCA

(Bce M3MEHEHHMSI PACIICHUBAIOTCS KaK IEPMaHEHTHBIE).

ITanment:
Bpau:

Jlata poxaeHus:
Jara oneHKu:

Cymma 6armioB:

Hert

Ja

1. CkejeTHO-MBIILIEY HBIE

BripakeHHasi MpliieuHas arpodus win ciabocTb

Jedopmupyronuii/ 5po3UBHEINA apTPUT

OCTGOHODOS/ KOMHpeCCI/IOHHHﬁ nepcioM IMMO3BOHKA

AcenTtnieckuii HeKpo3

OCTEOMHUETUT

2. Kowxka/ caim3uctbie 000109KH ‘

Anonenus
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KoxHbIe 13BBI

SI3BBI HA CIIM3UCTBIX

3. Opran 3penust

KarapakTta

N3MeHennsa ceryaTku

ATpodus 3pUTEIBHOTO HEPBA

Hapymenne 3penust/ TUIIIONHs

Cnemnota

JlecTpyKItusi CTEHOK OpOUTHI

4. JIOP-oprausl

IloTeps cnyxa

3aJ105KeHHOCTh HOCa/ OTACIIICEMOC U3 Hoca/ KOPKH

[Tepdopanust HocoBoit eperopoaku/ aedopmalysi CHMHKHA Hoca

XpOHI/ILIeCKI/Iﬁ CI/IHYCI/IT/ PCHTTCHOJIOTUYCCKNEC U3MCHCHMUA

IToackiragoYHbBIN CTEHO3

5. Jlerkue

Jlerounas TUIICPTCH3UA

Jlerounsriit pubpo3

WHbapkT 1erKoro

®ubpo3 miIeBpsl

XpOHI/I‘-IeCKaH aCTMa

XpOHI/I‘-IeCKaSI OJBIIIKA

I[BIX&TCJ'ILH&H HCOOCTATOYHOCTD

6. CepaedyHo-cocyaucTasi CHCTEMA \

CteHoKapivsi/ aHTMOTLUTACTHKA

WNudapkt Mmuokapa

7. IlopaxeHnue nepudepuyecKkux coCy10B ‘

OTtcyTcTBHE NyabcaIyu neprudepruaecKoi apTepuu KOHEYHOCTH

Bropoit »mm3on  OTCYTCTBUSL IMyJbCallMM  NepuPEpUIECKON  apTepuH
KOHEYHOCTH

CTeHo03 KpyIHOTO cocyaa

[Mepemerxaromascs XxpoMora >3 Mmec.

Mastast noTepsi TKaHer

Kpynnast moTepsi TKaHeu

Ocn0XHEHHBIN BEHO3HBIN TpoMO03

8. Kesy10YHO-KUIIEYHBIH TPAKT

NudapKT Kumku/ pe3exius

Me3senTepuanbHasi HEOCTATOUYHOCTh/TIAHKPEATUT

XPpOHUYECKHM IEPUTOHNUT

CtpukTypa nuiieBoja/ onepaus

9. ITouknu

Camxenne CKO/pCK® na >50% oT ncxomaHoi

[Iporeunypus >0,5 r/cyt

TepMI/IHaJ'ILHaSI I104YCYHasA HCAOCTAaTOYHOCTb

10. HepBHas cucrema

KorautuHbIE HapyHmICHUA

IIcnxo3

Cynoporu

[lepebpoBackysipHasi KatacTpoda

HopameHI/Ie YCPCIIHO-MO3I'0OBLIX HCPBOB
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[TosmHeponaTus

IToniepeyHbIil MUEIIUT

11. Ilpoumne

Hapyenne @yHKIIUM OJIOBBIX JKEJIEe3

Muenocynpeccust

CaxapHbIii 1uadeT

XUMHYEeCKUN IIUCTUT

OmnxoJiornaeckoe 3adboneBanne

Nuoe
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