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Cnncok cokpalueHui

AAB - AHLIA-accounmnpoBaHHbIN BaCKynuT
AKP - AmepurKaHCKas Konnernsa peBmaTonoros

AHTU-BMK-60ne3Hb — 60ne3Hb, 00ycnoBneHHass aHTUTelaMu
kK BMK

AHUA - aHTuTeNa K unuTtonnasme HenTpodunos
AHUA-TH - AHLA-accounmpoBaHHbIii FoMepynoHebput

ADC-Hedponatva — HedpponaTna, acCoLMNPOBAHHAA C aHTW-
dochonunuaHbIM CMHAPOMOM

BM - 6a3anbHas membpaHa

BMK - 6a3anbHasa membpaHa Kiybouka

BIMHC - 6bicTponporpeccupyownii HeGprUTUYECKUI CUHAPOM
B/B — BHyTpMBEHHO

BAIM - BepxHMe fbixaTesibHble MyTH

BT20 - BeHO3Hble TPOMOOIMOONNYECKME OCTIOKHEHNA
[TIA - rpaHynemaTos C NosIMaHrMMTom

JAK - ondodysHoe anbBeonapHoe KpoBoTeUeHue

[ - poBeputenbHbIN NHTEPBanN

30T - 3amecTnTeNbHasA NoYeYHasa Tepanua

NOA — nmmyHOpepMeHTHbIN aHanm3

KT - komnbloTepHas Tomorpadusi

MA - meTa-aHanu3

MIA — MUKPOCKONMYECKMI NOANAHTANT

MMO - mnenonepokcngasa

MMO-AHUA - aHntutena k mmenonepokcmpase (AHLUA kK mu-
enonepokcmpase) (HammeHoBaHue ycnyrm cornacHo [pu-
ka3y MwuH3gpaBa Poccum ot 13.10.2017 N2804H: «Onpepgene-
Hne mapkepoB ANCA-accoummpoBaHHbIX BackynuTos: PR3
(c-ANCA), MMNO (p-ANCA)»)

OP — oTHOCUTENbHbIN PUCK

nAHLA (pANCA) - nepuHykneapHble AHLIA (HaumeHoBaHue
ycnyru cornacHo lNpukasy MuHsgpasa Poccun ot 13.10.2017
Ne804H: «OnpepeneHve mapkepos ANCA-accounMnMpoOBaHHbIX
BackynutoB: PR3 (c-ANCA), MIMO (p-ANCA)»)

118 Hedponoruna m gnanus - T. 27, N2 2 2025

Mp3 - npoTtenHasa-3

Mp3-AHUA - aHtTutena Kk npotenHase-3 (AHUA K npoTtenHa-
3e-3) (HammeHoBaHue ycnyru cornacHo lMpukasy MwuH3gpa-
Ba Poccun ot 13.10.2017 N2804H: «OnpepeneHne mMapkepos
ANCA-accouymmpoBaHHbix BackynutoB: PR3 (c-ANCA), MIO
(p-ANCA)»)

PKW - paHpommnsrpoBaHHOe KNMHNYeCcKoe nccneaoBaHme
PHN® - peakumna HenpAaMon nmmyHodnoopecLeHLnn
C3I1 - cBexe3aMopOoXKeHHas nnasma

CKO - ckopocTb KnyboukoBo dpunbtpaumm (pacyetHan CKO -
pCKOD)

CO3 - cKkopoCTb OCEfAHNA SPUTPOLINTOB

C-Pb - C-peakTunBHbI 6enoK

TIMH - TepMnHanbHaa NoYeyHaa HeLOCTaTOYHOCTb
XBIM - xpoHuyeckas 6ose3Hb Noyek

uMHUA (cANCA) - untonnasmatmyeckne AHUA (HavmeHoBaHMe
ycnyrn cornacHo lNpukasy Munsgpasa Poccum ot 13.10.2017
N°804H: «OnpeneneHne mapkepos ANCA-accoLMMpOBaHHbIX
BackynutoB: PR3 (c-ANCA), MIMO (p-ANCA)»)

SIMIA - 303UHOGUNBHBIN rPaHyNemMaTos C NONAHIIMTOM

BVAS — BUpMUHreMCKNA NHAEKC akTUBHOCTW BackynuTa (Bir-
mingham Vasculitis Activity Score)

EUVAS - EBponeiickan rpynna no nsyyeHuio Backynuros (Euro-
pean Vasculitis Study Group)

Ig - “MMyHOTNOOYNINHBI

VDI - nHpekc nospexaeHnsa npu sackynute (Vasculitis Damage
Index)

** _ KM3HEHHO HEeOBXOANMbIE 1 BaXKHENLWMNE IeKapCTBEHHbIE
npenaparbl

# — npenapar, NpUMeHsALWMINCA 6e3 COOTBETCTBYA C MOKasa-
HUAMM K MPUMEHEHUIO U MPOTMBOMOKAa3aHWAMY, crocoba-
MU MPVIMEHEHVS U [03aMK1, COAEPXKALUMMUCA B NHCTPYKLUM
Mo NPVIMEHEHMIO JIeKapCTBEHHOTO npenapata (opd-neindn)
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TepMuHbl M onpeneneHus

AkmugHocme AAB — kanHmgeckue 1 MOpdOAOrHIde-
CKHE ITPU3HAKH, YKA3BIBAIOIIIHE HA TEKYIIIEE BOCITAACHHE
MHKPOCOCYAOB B ITOYKAX HAM APYTHX OPraHax.

AHLJA-accoyuuposarHbiti sackynum (AAB) — rpyrma cu-
CTEMHBIX Ay TOUMMYHHBIX 3a00AEBAHMIA, XaPAKTEPUIYIO-
IIUXCA XPOHMYECKIM OAUTOMMMYHHBIM BOCITAACHUICM
MEAKHX COCYAOB PA3AMYIHOHN AOKAAHU3ALIIH, TOAUMOP(-
HOI KAMHHIYECKOH KAPTUHOMN C 9aCTBHIM BOBACUEHUEM
ACTKHX H IIOYEK U HAAMYHEM HUPKYAUPYIOMIUX ayTO-
AHTUTEA K IINTOIIAA3ME HEHTPOPHAOB.

AHmMumena k yumonsnasme Hetimpocgusnos (AHLIA) — ce-
MEICTBO aHTUTEA, PEATHPYIOIINX C PASAHMYHBIME KOM-
IIOHEHTAMHM HCpBI/I"IHbIX rpaHyA ITUTOIIAA3MbI HCI/ITpO—
¢uros. Poas B marorenese AAB aAokasaHa AAfA ABYX
tros AHITA —arrurea k mporennase-3 (Ip3-AHLIA)
u aHTHTeA K Muesonepokcuaase (MITO-AHLIA).

AHLA-accoyuupogaHHeili 2nnomepynoHegppum (AHLJA-
H) — OAUTOMMMYHHBIN (pOKaAbHHf/'I U CETMCHTAPHBIM
mexporusupyromuil ['H, kotopsrit MoxKeT pasBuBaThHCA
OAHOBPEMEHHO C APYTHMH CHCTEMHBIMU ITPOABACHH-
avu AAB, nan B msoauposanuo# gopme. B ocrose
AHIIA-TH AexnT HEKpOTU3UPYIONIHE BACKYAUT Ka-
IIHIAASPOB KAYOOUKA, aCCOIMUPOBAHHBIN C HAAMYHEM
nupkyaupyrormux AHITA.

AHLIA-He2zamugHbIl AAB — BapuaHT BACKYAHTA, IIPU
KOTOPOM Y HanuenTos ¢ xapakrepasiMu AAd AHITA-
4CCOILMUPOBAHHOIO IIOPAKEHUEM COCYAOB, KAUHU-
YECKHMH ITPOABACHUAMU M MOPEMOAOIHIECKOI Kap-
tuHON He yAaaercs BeiaBuTh AHIIA cramaapraeiMu
METOAAMH.

bupmuneemckuti uHOexkc akmugHocmu sackynuma (BVAS,
Birmingham Vasculitis Activity Score) — MeTOA KOAUYIECTBECH-
nou onenku aktusnoctu AAB, ocHoBanHbIN Ha aHa-
Anse 00 KAMHIYECKHX H AaDOPATOPHEIX IIPOABACHUI
AAB, pasaeaeHHBIX Ha 9 IPYIII B COOTBETCTBUU C BO-
BACYCHHIEM PA3ANIHBIX OPIAHOB U CHCTEM.

Beicmponpoepeccupyrowuti enomepynoHegpum (cuHo-
HuM 6eicmponpozpeccupytouuli Hegppumuyeckuti CUHOpOM) —
KAIHHYCCKHH BAPUAHT BOCIIAACHUSA KAYOOYIKOB, XapaK-
TEPUBYIOIIHIICA OBICTPBIM CHIKCHUEM (DYHKIINH IIOYEK
(HapacTaHueM YPOBHA KPEATHHHIHA CBIBOPOTKH KPOBU
B 2 pasa nAu OoAbIne 3a =3 Mec.) Ha POHE HEPCHCTH-
PYIOIIEH IPOTEMHYPHUN U TEMATYPHUH, KaK IIPABHAO,
B COYCTAHUM C APTEPHAABHOI TMIIEPTCH3UCH 1/ HAH
OTCKAMI.

[unozammaznobynuHeMus — KAUHHYECKA 3HAYUMOE
CHIDKCHUE YPOBHA UMMyHOrAOOyAuHA G B CBIBOPOTKE
KPOBH, KOTOPOE MOZKET OBITH OOYCAOBACHO HEKEAATEAD-
HBIMU SBACHUSAMH HMMYHOCYIIPECCUBHOM TEPAIINH, IIH-
TOTOKCHYECKUMU IIPEITAPATAMI M ACCOLUIPOBAHO C BHI-
COKHM PHCKOM Pa3BUTHA HH(EKITMOHHBIX OCAOKHEHHIH.

Ipanynemamos ¢ nonuaHeuumom (IMA) — HO30AOTHTTUE-
ckas popma AAB, AAfl KOTOPOIT XapaKTepHO COUeTAHIE
IPAHYAEMATO3HOTO BOCITAACHUA C IIOPAKEHUEM BEPXHIX
U HIZKHHX OTACAOB ABIXATCABHBIX IIyTel H HEKPOTU3HU-
PYFOILIETO BACKYAHTA C IIPEUMYIIIECTBEHHBIM BOBAEYE-

HIEM MEAKHX COCYAOB (KAIIHAASAPBI, BEHYAEL), PEKe —
COCYAOB CPEAHETO AUAMETPA.

[mokokopmMuKouObl — CHHTETHIECKUE AHAAOTH CTEPO-
HAHBIX TOPMOHOB KOPBI HAAIIOYEUHHKOB, HCIIOAB3YEMBIC
AAfL TIPOBEACHHA HIMMYHOCYIIPECCHBHOMI TEPAITHH.

Hugppy3Heili cepnosudHeili 2nomepynoHegppum — cu-
HOHHM TAOMEPYAOHEMPUTA € TIOAYAYVHHAMU HAU 9KC-
TPAKAITMAAAPHOTO IAOMEPYAOHEPHUTA, OYATOBOIO
HEKPOTH3HUPYIOIIETO BOCIAACHUSA KAYOOUKOB (TEPMUH
BO3HHK BCAGACTBHE HETOYHOIO IIEPEBOAA HA PYCCKHM
MexayrapoaHoOil KAaccudukanun 6oAesnei 10-ro
LIepecMOTpa).

MmmyHocynpeccusHas mepanus — KOMIIACKCHOC AC-
YeHUe, HAIIPABACHHOE Ha IIOAABACHIE HEKEAATCABHBIX
HIMMYHHBIX PEAKITHH OpraHu3Ma.

WHoekc nospexdeHus npu gackynume (VDI, Vasculitis
Damage Index) — MeTOA KOAMYIECTBEHHOM OIICHKH Ad-
ACKO 3aIIICAIITHX HCO6paTI/IMbIX I/I3M€HCHI/II>‘I OpFaHOB
U CHCTEM BCACACTBHE repeHeceHHOro AAB u Hexena-
TEABHBIX ABACHHII IMMYHOCYIIPECCHBHOM TEPAIIHH, OC-
HOBAHHEIN Ha aHAAU3E 04 IIPOABAECHHI, OTPAAKAFOIINIX
BoBAcuenwre 11 opranoB u cucrem.

MHoykyus pemuccuu — IepBas CTaAMA IMMYHOCYIIPEC-
CHBHOH TEPAIIHH, LIEABIO KOTOPOH fABAACTCA OBICTPOE
ITOAABACHHE AKTHBHOCTH HMMYHHOI'O BOCIIAACHUSA
1 KAUHHYECKUX ITPOABACHHI 3a00AEBAHUA.

MukogpeHonama mopemun** — CHHTETUIECKUT TTH-
TOCTATHYECKHI IIPENapat, NHIHOUTOP MHO3HMHMOHO-
docdaraernAporeHassr, MEXaHH3M ACHCTBHS KOTOPOIO
CBA32H C IIOAABACHUEM CHHTE3a HYKACOTHAOB (IyaHO-
3UH) U, KAK CAEACTBHE, TOPMOKEHUEM IIPOAHQEPAITIH
AMOLUTOB.

Muxkpockonuyeckuti nonuaHeuum (MIA) — HO30AOTITHE-
cxat popma AAB, AAS KOTOPOIL XapaKTEPHO PasBUTHE
HEKPOTU3HPYIOIIEIO OAUTOMMMYHHOI'O BACKYAHTA, ITpE-
HMYINECTBEHHO MEAKHX COCYAOB O€3 pasBuUTHA TPaHy-
AEMATO3HOIO BOCIAACHHSA, OPOHXHAABHOHN aCTMBL HAL
203MHO(MDUANN.

O6ocmpeHue (peyudus) 3a60/1e8aHUA — HapaCTaAHHE
AKTHBHOCTH KAHHHYECKuX mposasieHuit AAB mocae
AOCTIKEHHA PEMUCCHH, TPEOYIOIIEE YCHACHHA HMMY-
HOCYIIPECCUBHOI TEPAILHHL

[ModdepxaHue pemuccuu — Bropas dhaza HMMyHOCY-
IIPECCUBHOM TePAIIHH, HAIIPABACHHAA Ha IIPEAOTBPA-
nieHue 00OCTpeHuH 3a00AeBaAHUAL

Pemuccus AAB — oTCyTCTBHME KAMHHUYECKUX IIPH-
3HAKOB AKTHBHOCTH 3a00AEBAHNS (3HAYCHHE HHACKCA
BVAS v.3 = 0; npu onenxe maaexca BVAS B anaamuke
HE VIUTHIBAIOT IIPOSIBACHUSA, KOTOPBIEC COXPAHAIOTCA
6oAee 3 Mec. I BRIPAKEHHOCTh KOTOPHIX HE HAPACTACT —
oM. «[Ipmaomenne I'» m.1).

Pemuccus AHUA-TH— cTabuABHBIC HAU YAYYIIHBIITH-
ecsl B CpABHEHHH C MCXOAHBIMU 3HAYCHUA KPEATHHIHA
n CK® npwu perpecce rematypun (COXpaHAOIIAACA
LIPOTECHHYPHA U TEMATYPHUA AO 5 KACTOK B ITOAE 3PECHUA
MOTYT OTPaKaTh PA3BUTHE IMOCTBOCITAAUTEABHOIO TAO-
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MEPYAOCKAEPO3a 1 aTPOHN KAHAABIIEB U HE IIPOTHBO-
peJaT ANarHo3y peMHUCCHH).

Pumykcumab** — MOHOKAOHAABHOE AHTUTEAO, Ha-
npasaennoe uporus CD20 perenrropos B-aumdo-
IIUTOB.

Tpom6omuyeckas MUKpoaHauonamus — KAMHHKO-
MOP(MOAOTUYECKHI CHHAPOM, XapaKTEPU3YIOIIUICA
IIOPAKEHNEM COCYAOB MUKPOIIMPKYAATOPHOIO PYCAQ,
B OCHOBE KOTOPOTO ACKHT ITOBPEKACHHE dHAOTEAHSA
C IIOCACAYIOIIIIM TPOMOOOOPA3OBAHIEM.

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Luknogpocghamud** — cUHTETUYIECKUI TIUTOCTATHYC-
CKHIT IIPEHapaT aAKHAHPYIOIIEIO ACHCTBHSA, ITOAABAA-
romui npoandepanuio AnMGOLIUTOB.

J03UHOUBHBIU 2paHynemMamos ¢ NOAUAH2UUMOM
(3IMA) — nosonormgeckas dpopma AAB, Ard koTOpOI
XaPAKTEPHO COYETAHUE Y03HHO(PUABPHOIO H HEKPOTHU-
3UPYIOIIErO TPAHYAEMATO3HOIO BOCIIAACHHSA C YACTBIM
ITOPAKEHUEM OPIaHOB ABIXAHUA, HEKPOTH3UPYIOIIETO
BACKYANTA, IIPEUMYILECTBEHHO, MEAKHX COCYAOB (KAITHA-
ASIPBI, BEHYABIL), OPOHXHAABHOH ACTMBI H 903HHO(DUAHIH.

1. Kpatkas nHdopmaums no 3a601eBAHUIO UM COCTOSIHUIO
(rpynne saboneeaHmit unu cocTosiHMiA)

1.1 OnpepeneHvie 3a60neBaHNSA NN COCTOAHUA
(rpynnbi 3a6oneBaHUn UNu COCTOAHNIA)

AHIIA-accorrmpoannbie BackyanTsl (AAB) —ato
IPYIIIAa CUCTEMHBIX ayTOMMMYHHBIX 3a00ACBAHUI, Xa-
PAKTEPHU3YIOIINXCA Pa3BUTHEM HEKPOTH3HPYIOIIETO
OAHTOMMMYHHOTIO (0€3 OTAOKEHHS HMMYHHBIX ACIIO-
3UTOB HAU C OTAOKEHHEM HEOOABIIIOTO FX KOAMYCCTBA)
BOCITAACHHA CTEHOK IIPEMMYIIIECTBEHHO MEAKUX COCY-
AOB (KAITHAASIPEL, BEHYABL, APTEPHOABL, MEAKHE APTEPHN)
1 ACCOIMUPOBAHHBIX C HAAMYUEM IHUPKYAUPYIOIIHX
AHTUTEA K 9H3UMAM IIUTOIIAA3MBI HEHTPOUAOB — MH-
enrorepokcnpase (MITO-AHIIA) uau nporennase-3
(IIp3-AHLIA) [1].

AHITA-acconnupoBauHeil raomepyronedpuT
(AHUA-T'H) — tammanoe aast AAB oanronvmvyrnOE
doxaspHOE AT A PY3HOE BOCITAAEHHE KAITHAAIPOB
KAYOOYKOB, aCCOLIMUPOBAHHOE C HAAMYUEM LIIPKYAH-
pyrorux MITO-AHIIA wuan [Tp3-AHIIA u passusa-
IOIIeecs OAHOBPEMEHHO C APYTHMHE CHCTEMHBIME IIPO-
apaeHnsMu AAB nan nzoAuposaHHO.

1.2 3TnonoruA v natoreHes 3aboneBaHna Unn
coCToAHUSA (rpynnbl 3a601eBaHUMN UAN COCTOAHMIA)
Oruosorus AAB A0 HacTOAIIErO BpeMEHN HEH3-
BeCTHA. Pe3yABTATHI ABYX KPYIIHBIX ITOAHOICHOMHBIX
HCCACAOBAHUI YKA3BIBAIOT HA TEHETUIECKYIO IIPEAPAC-
IIOAOKEHHOCTD K O0oAesHn. Pazanmgnsie hopmsr AAB
4CCOIIMUPOBAHEI C OAHOHYKACOTHAHBIMU IIOANMOP-
HBIMH BAPHAHTAME OIIPECACACHHBIX ICHOB: IPAHYACMATO3
¢ noanauranToM (ITIA) — ¢ moanmopdHbIMT Bapras-
Tamu reHoB, koanpyronmx asreab HLA-DPB1 raas-
HOTO KoMmiraekca rucrocomectumocty, I[1p3 (PRTN3)
u ee uaruouTop ol-anturpuncun (SERPINAT); Ba-
ckyAnT, accormuposannbiii ¢ [1p3-AHIIA — ¢ Bapuan-
tamu reaoB PRTN3 u SERPINAT; Muxkpockormaeckuit
noamaurunt (MITA) i BacKyART, aCCOITMUPOBAHHBIH
¢ MITO-AHIIA, — ¢ Hocureasctsom HLA-DQ [2,3].
[TyckoBbiMu pakropamu (TpUIrepaMu) MOTYT OBITH
pasAmdHbIEe NHMEKIINH, B T.9. BBI3BAHHBIE 30 AOTHCTHIM
cTaIAOKOKKOM, ACKAPCTBEHHBIC IIPEIIapaThl (IICHMU-
IIIAAAMIEY*, AeBAMH30A*F I Ap.), 2 TaKike (PaAKTOPHI
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BHEIITHEI CPEABI, B YACTHOCTH, KOHTAKT C KPEMHHEM
[4-7].

Poap AHITA B martorenese AAB m AHIIA-I'H ao-
Ka3aHa B OKCIIEPUMEHTAX /7 Vifr0, HA MBIIIIMHBIX MOAE-
AfIX CHCTEMHOTO BACKYAHTA, 4CCOLIMHUPOBAHHOIO C Ha-
amarem MITO-AHIIA, a B kAnHIYECKOH IIPaKTHKE
IIOATBEPKAACTCA HAOAIOACHUAMH HOBOPOKACHHBIX
C TIOYEYHO-AECTOYHBIM CHHAPOMOM, KOTOPBIH Pa3BHACH
B PE3YABTATE TPAHCIIAAIIEHTAPHON IIEPEAAYH AHTH-
TEA OT MaTepU € aKTUBHBIM BackyauToM [8-10]. Kpome
TOTO, OITMCAHA B3AUMOCBA3b MEKAY IIOBBIIIIEHUEM THTPA
AHIIA B KpOBI 1 ITOBBIIIICHHBIM PHCKOM PAa3BHTHSA Pe-
1uAnBa 3aboAesanms [11].

Ha mawaapnOM arane matorenesa AAB mpoucxo-
AUT IPAAMHEHT HEHTPOMDHAOB (yCHACHHE CIIOCOOHO-
CTH HEHTPOUAOB OTBEUATh HA AKTUBHPYIOIIUE CTH-
MYABI) C yIACTHEM IIPOBOCHAAUTEABHBIX I[HTOKHHOB,
B peayaprare MI1O u I1p-3 skcripeccupyrorcs Ha 1mo-
BEPXHOCTH KACTOK H CTAaHOBATCA ayroanTureHamu [12].
ITocae B3anmMoAeHCTBHA TPANMIPOBAHHBIX HEHTPO-
uaros ¢ axruBuposanubiM supoteanem AHIIA cpa-
3BIBAIOTCA € HeHTpoduaaMu u akTUBHPYIOT ux [13].
AKTHBHPOBAHHBIE HEUTPO(UABI ITOBPEKAAIOT CTCHKY
KAITMAAAPA BCAGACTBHE OKHCAHTEABHOTO B3PHIBA H BbI-
CBODOKAECHUSA IIPOTEOAUTHIECKIX (DEPMEHTOB IIyTEM
AETPaHyAAIIH U (POPMUPYIOT HH(PUABTPAT B HHTEP-
cruruu [14]. HaOyxamue 1 HEKpO3 KACTOK SHAOTEAHS
IIPUBOAAT K €I0 OTCAOINKE OT 6A3aABHOI MEMOPAHH,
9TO, B CBOIO OYEPEAD, BBI3BIBACT TPOMOO3 KAITHAAAPOB
1 POPMHPOBAHHE CEIMEHTAPHOIO HEKPO3a KAYOOUKA.
B pesyaprare HEKpO3a CTEHKH KAIIMAAApPA M €IO Pa3-
PBIBA ITPOUCXOAUT OOPA3OBAHNE KACTOYHBIX ITOAYAYHII
U3 SIINTEAHAABHBIX KACTOK KallCyAsl boymera 1 MoHO-
irroB — tanpasoro npusHaka AHLIA-T'H. Cyrmecrsen-
HyIO poAb B matorerese AAB urpaer popmuposanne
AKTUBUPOBAHHBIMH HEHTPODPHAAMU IKCTPAIIEAAFOAAD-
ueix AoByriek (NETS), coaeprkaliiux B cBoeM cocTase
ayroarturesst: [1p-3 u MITO, kotopsie 0OHapyKUBaIOT
B TKann nouku marentos ¢ AHIIA-T'H [15].

Braaa B mospexaenue snpoteand npua AAB Brocn
AKTHBAIINA CHCTEMBI KOMIIAGMEHTA 10 AABTEPHATUBHOMY
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IIyTH, KOTOPAs MOKET IIPUBOAUTD K AOIOAHUTEABHOMY
HOBPEKACHUIO 9HAOTEAHOIIITOB TEPMIHAABHBIM KOM-
naekcom C5b-9. V manmenTos ¢ akrusasim AHILIA-T'H
BeABAAIOT oTAOKeHne C3d, C4d u C5b-9 xommo-
HEHTOB KOMITAGMEHTA B TKAHW TIOYKH, 2 TAKKE DOAee
BBICOKOE, YEM Y ITAIIMEHTOB B PEMUCCHE COACPIKAHIE
C3a, C5b-9 u Bb B maasme u C5a B moue [16-18]. Cy-
IIIECTBEHHYIO POAD B ITATOICHE3E UTPACT CTUMYAALIHSA
XeMOTAKCHCA 1 IpaiiMuara Heidrpoduaos Cha kom-
IIOHEHTOM KOMITAEMEHTA, YTO ITOATBEPKAACT BEICOKAS
3 eKTHBHOCTD IpUMEHEHHA ero HHruouTopos Cha
KOMITOHCHTA § IAIIMCHTOB C AKTHBHBIM BACKYAHTOM
[19].

Passuruio AAB cmocoOcrByer HapyIieHne pery-
asirp T-KACTOYHOTO MMMYHHTETA, B 9aCTHOCTH, AUC-
yHKIUA peryAITOpHHX T-ANM@OIUTOB, IPUBOAL-
mas k ux anddepennmarnnn B Th17, npeobrasanne
T-xeanepos 1 Tuma, a TakiKe CHHKEHHE BRPAOOTKU
nurepaeriknna-10 20, 21].

Takmm obpazom, AAB ABAAETCA 2y TOMMMYHHBIM 32-
HoAeBarHmEM, OOYCAOBACHHBIM HAPYILICHHEM (DYHKIIIO-
HHUPOBAHHA KaK BPOKACHHOTO, TAK U IIPHOOPETEHHOTO
HIMMYHUTETA, OCHOBHON MHIIICHBEO KOTOPOTO SBASETCA
SHAOTEAUH MUKPOCOCYAOB.

1.3 Snugemunonorus 3aboneBaHusA NN COCTOAHUA
(rpynnbl 3a6oneBaHMii NN COCTOAHNIA)

AAB sBasrorca peakum 3aboaeBannemM. 3aboae-
BAEMOCTb B MHpe cocraBafeT 1,2-3,3 HOBBIX CAyYaeB
na 100000 B roa, pacrpoctpaneHHOCTS — OT 4,6 A0 42,1
ma 100000 maceaerus [22, 23]. 3aboaeBaeMOCTh 1 pac-
IIPOCTPAHEHHOCTD B POCCHI HEM3BECTHBL

AOAS AKEHITINH H My/KIHH CPEAN 3200AEBIINX COIIO-
CTABUMA, ITO AAHHBIM OIIyOANKOBAHHBIX OTCYCCTBEHHBIX
paboT cpeAn POCCHICKUX ITAIIMEHTOB HE3HAYNTEABHO
mpeoOaaaaroT xermuasr (~1,5:1) [24, 25].

[Tuk 3aboaeBaemoctu o AauHbIM EBpomerickoit
rpymsr 1o usygenuro sackyauros (EUVAS), npuxo-
AmTcs Ha Bospact 65-75 aer [26]. CpeaHuit Bospact
3200AEBINNX, 10 AAHHBIM OTE€YECTBEHHBIX PadoT, CO-

Ta6bnuua 1 | KoguposaHue AHLIA-TH no MKB-10

craBager oT 43 Ao 56 aer. B orevectBeHHOM HCCACAO-
BaHHM ¢ yaactuem 115 marmenTos ¢ MopdoAormaecku
BepudumuposanusiM AHITA-I'H Bospact B 40% mpe-
seirraA 60 aer [25].

1.4 OcobeHHOCTU KoanpoBaHUsA 3aboneBaHuA
nnn coCctoAHnA (rpynnbl 3aboneBaHui unn
coctosHuIN) o MexKgyHapoaHOW CTaTUCTMYECKON
KnaccuduKaumm 6onesHein n Nnpobsiem, CBA3AHHbIX
COo 3q0poBbem

AHIA-T'H orrocsres k rpyrme N08.5* — I'aomepy-
ASIPHBIE TIOPAKEHHSA ITPU CUCTEMHBIX OOAE3HAX COCAU-
HHUTEAPHOH TKAHI, KOTOPBIE AaAee CAeAyeT Auddepen-
LIIPOBATD KaK:

M31.3 — I'panyaemaros Berenepa

M31.7 — MUKPOCKOIIUYECKUH ITOAHAHTIIT

M30.1 — IToanaprepuut ¢ HOPAKEHUEM ACTKHX

[Uepaxa-Crpocc]

B Tabamnme 1 nmpeacTaBA€HBI BO3MOKHBIEC BAPUAHTHL
koauposarna AHIIA-I'H ma ocroBanum mpeobaaaaro-
IIUX KAHHIYECKUX I MOP(POAOIUYECKUX IIPOABACHUI.

AOIIOAHHTEABHBIE KOABI AASl OITHCAHHSA HAPYIICHUI
dyHKIIH TOYeK:

o Aas 000O3HAYECHHA OCTPOH AUCHYHKIIHH IIOYEK
caeayer mpumensats koAt MKB N17.0/N17.1/
N17.2/N17.8/N17.9. Aasi cAydaeB HapyluieHus
(PYHKIIHH TOYEK HEN3BECTHOMN AABHOCTH HCIIOAB-
3yror koA N19.

o AHIIA-T'H siBAsleTCA XDOHHYECKUM ITOBPEKACHUECM
[TOYKH, IIO9TOMY BCE CAYYIaM 9TOrO 3a00ACBAHISA
AOAYKHBL OBITh KAACCH(DHIITPOBAHBI B COOTBETCTBII
C PEKOMEHAALIUAME II0 XPOHHYECKOH OOAE3HHI
rouex (XBIT) [27].

o Aas obosnauenus craauit XBIT caeayer ucrroarsso-
BaTh KOABI N18.1-N18.5 (taba. 2), a pacuer ckopoctn
kayOoukoBoii puaptpanuu (CKP) HeoOx0AIMO BEI-
moAHATh 110 popmyae CKD-EPI B crrenmaapabix
KAABKYAATOPAX Ha OCHOBAHNH KOHIIEHTPAIIN KPea-
THHUHA B CBIBOPOTKE KPOBH, ITI0AQ, BO3PACTA U PACHI
ITAITIEHTA.

KnnHunyeckune npoAefeHnA

Mopdonoruueckne npossneHns

Kog MKB-10 Kog MKB-10

(oTmMeTUTb fOMUHMPpYIOLYIO dopMy) (oTMeTNTb fOMUHMPYIOLLYIO popmy)
W20nMpoBaHHaA MPOTeMHYPHA NO6 Onddy3HbIN Me3aHrManbHbli TponndepaTrBHbIN 3

rnomepynoHepput
Peunpmsupytowan n yctonumsasa rematypus NO2 fuddysHoii SHAOKANMANAPHEIA 4

HUANBIPYIo Y yp nponvdepaTUBHbI romepynoHedput ’

OcTpbit HeGPUTUYECKUIA CUHAPOM NOO DKCTpaKanuInApHBbIA rnomepynoHedpuT 7
BbicTponporpeccupytownii HebpuTUIecKnin NO1 [ipyrue nponndepaTieHble M3MeHeH!A
CMHAPOM (MponudepaTnBHbIi FMoMepynoHedpuUT 8
XPOHMYECKNI HePPUTUYECKUI CUHLPOM NO3 6e3A0MONHITENbHbBIX YTOUHEHNIA)

OyaroBble 1 CErMEHTapHble roMepYApPHble
T NO4 HapyLeHna (OYaroBblii 1 CerMEHTapHbI F

(rmanuHo3/cKnepos) 1y o4arosbii
rnomepynoHedpuT)
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6nuua 2 | Knaccudurkaumsa cragmii XBIM no yposHio CKD n cootBeTcTBrE KOoAaMpoBKe MKB-10) [27]

O603HaueHue ctagui XbI YpoBeHb CK®, mn/mun/1,73 m? Koa MKB-10* HasBaHne

C1 >90 N18.1 XpoHunuyeckas 605e3Hb noyek, ctagus 1
C2 60-89 N18.2 XpoHunyeckas 6051e€3Hb Noyek, ctagua 2
C3a 45-59

N18.3 XpoHunyeckasn 6one3Hb noyek, ctagmsa 3
C36 30-44
Cc4 15-29 N18.4 XpoHunyeckasn 6onesHb noyek, ctagua 4
c5 <15 N18.5 XpoHunyeckasn 605e3Hb noyek, ctagma 5

Mpumeyarue: * — kopom N18.9 0603HauatoTcs cnydan XBI ¢ HeyTOUHEHHOW CTaanen.

1.5 Knaccndumkauma 3aboneBaHnsa uam COCTOAHUA
(rpynnbi 3a6oneBaHNin UNM COCTOAHNMIA)

B cootBeTcTBUH € OIPEACACHHEM COTAACHTEABHBIN
koudepennnn B Yarrea-Xuaa 8 2012 r. k rpymre AAB
oruocar I'TIA, MITA, so3uroduABHEIT TpaHyAEMATO3
¢ moananruurom (DITIA) u AAB ¢ usoanposanHbIM
HOPAKEHUEM ITOYCK, KOTOPBIC OTANYAIOTCA KAMHIYC-
CKUMH IIPOSBACHUAMU U IIPEOOAAAAIOLIIM CEPOTHIIOM
AHIIA (raba. 3) [1]. C 2012 r HE pekomeHAyeTCA HC-
IIOAB30BATH SIIOHUMEI «IPaHyAeMaTO3 Beremepa» Aas
I'TIA u «cuapApom Yepama-Crpocer aaa DITIA.

1.6 KnuHnueckasa KapTuHa 3aboneBaHusA unm
COCTOAHUA (rpynnbl 3a6051€BaHNI W COCTOSIHWIA)
FAOMepyAOHCq)pI/IT MOXKET paSBI/IBaTbCH HpI/I BCEX
HO30OAOTHUYECKUX (pOpMaX AAB BMECTE C SKCTpﬂpCHaAb-
HBIMH IIPOABACHUAME HAH M30AHPOBaHHO. Jacrora
BoBAeueHusA 1mogek cocraBasger 20-40% mpu OITIA,
60-80% mpu I'TIA u 95-100% mpu MITA (taba. 3).
CHeKTp BO3MOKHBIX KAMHUYCCKUX HpOﬂBAeHHI:I nopa—
JKEHUA ITOYECK BKAOYACT:
= OBICTPOIPOTPECCUPYIOIIHI IAOMEPYAOHEDPHUT
(FranboAee THUIIIYHBIN BAPUAHT TCUCHIS);

Ta6nuua 3 | Hosonoruueckue ¢popmbl AAB

= OCTpBIA HePPUTUICCKUN CHHAPOM (HaHOOAEE TH-
IIIYHBIN BAPHAHT ACOIOTA);

= OECCUMIITOMHYIO IIPOTENHYPHIO U IFeMATYPHIO;

= MaKpOIreMaTypHuIO (PEAKO);

= HePOTHICCKUI CHHAPOM (PEAKO).

Dxcrpapenasbnbie mpossaeHns AAB MoryT ObrTh
BBIABACHBI § OoAbIrmEcTBa maruenTos ¢ AHIIA-T'H.
Kak npasuao, passururo AHIIA-I'H n AAB comyr-
CTBYIOT OOIIME CHMIITOMBI (CAAOOCTB, CHIDKCHIE aIl-
HETHTA, CHIKEHIE MACCHl TeAd =2 KI, AUXOPaAKa, ap-
TPAATIN ¥ MHAATHH).

Xapakrepnoii geproit I TIA aBaserca passurue rpa-
HyAEMATO3HOIO Iopaxenus Bepxaux (BAII) n Hikanx
OTACAOB ABIXATEABHBIX ITyTeH, OPOUTHI M OPIaHA CAYXa.
I'panyaemarosuoe Bocriaserne BAIT kannmaeckn mpo-
ABAACTCA PUHUATOM C A3BEHHO-HEKPOTHYCCKIMH H3MEHE-
HHUAMHI CAH3HCTON HOCA U ACCTPYKTUBHBIM IIPOIIECCOM
B IIPHAQTOYHBIX 1Ta3yXaX HOCA H HOCOBOH ITEPETOPOAKE,
YTO MOJKET IIPUBOAUTH K 3ATPYAHEHHIO HOCOBOTO ABIX-
HHA, OTACACHHIO TEMOPPAIHYECKUX KOPOYEK UAU THOA
M3 HOCOBBIX XOAOB, HOCOBEIM KPOBOTCUCHUAM, CHI/KE-
HHUIO O0OHAHUA U AePOPMAIINI HOCA («CEAAOBHAHBII
HOC»). BoBAeuenme B matoAormaecknii mporece Tpaxen

YacroTa nopaxeHna

BapunaHTt AAB OnpepeneHne Tun AHLIA [28-31] Houek, %
AAB, oA KOTOPOro XapakTepHO coyeTaHne
TRRREER  Reme AT e Mp3-AHUA 65-75%;
pay. b - y MMO-AHLIA 20-25%; 60-80 [24, 32]

C NMOJINAHTUNTOM

N HEKPOTM3MPYIOLLErO BAaCKyNINTa C NMPerMyLLeCTBEHHbIM
BOBJIEUEHNEM MENKMX COCYAOB (Kanunispbl, BEHYJbI,

AHLIA-HeraTBHbIV fo 10%

apTepuonbl), pexe — COCYAOB CPeAHEro AnameTpa

AAB, ana KOTOpOro xapakTepHo passuTue

Mukpockonuuyeckni
NonVaHrMnT

mnn 303I/IHO¢I/IJ'IVII/I

AAB, p1s KOTOPOTO XapakTepPHO coYeTaHne

. 303UHO(UIBHOTO 1 HEKPOTU3UPYIOLLErO
D031MHOMUbHBIN ¢ P pytow

rpaHynematos
C NMOJINAHTUNTOM

rPaHy1IeMaTO3HOro BoCnasieHMA C YaCTbiM NopaxxeHnem
OpraHoOB AbIXaHUA, HEKPOTU3NPYIOLLETO BaCKYJINTa,
npenmyLecTtBeHHO, MeJIKuX cocyaoB (KaI'II/lJ'Iﬂﬂpr,

HEKpOoTM3Mpyrowero oiMrOMMMYyHHOIO BaCKyInunTa,
npenmyuiectBeHHO, MeJIKnx cocyqoB 6e3 pa3BnUTnA
rpaHynemMaTo3HOro BocnaneHus, 6p0waaan017| aCTMbl

MMO-AHLIA 60%;
Mp3-AHLUA 35%;
AHLA-HeraTuBHbI 0-5%

95-100 [33, 34]

MIMO-AHLIA 40%;
MP3-AHLIA <5%;
AHLA-HeraTuBHbIN >50%

20-40 [35, 36]

BEHYJIbl), GPOHXMaNbHOM aCTMbl 1 303UHOGUNN
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OBICTPO IIPUBOAHT K (POPMHUPOBAHIIO OACKAAAOIHOTO
creHosa. [lopakenue AErknx MOKET COIPOBOKAATHCH
(bopMupoBaHIEM ITOAOCTEH paCIIaAd B MATKOTKAHHBIX
obpasosanuii. [Topaxenne oprana sperns mpu [TIA
IIPUBOAHT K Pa3BUTHIO SITUCKAEPHTA, IICEBAOOITYXOAN
opOHTH ¢ (POPMHUPOBAHNEM IK30(DTAABMA U BO3MOK-
HOH IOTEpPEil 3PEHHUA BCACACTBHC HITECMHH 3PHTCAD-
Horo Heppa. [lopaxenue oprana cAyxa MOKET COIPO-
BOKAATBCA KAMHHYECKON KAPTHHOM CPEAHETO OTHTA,
HOABACHUEM OTAEAAEMOIO M3 HAPYAKHOTO CAYXOBOIO
IIPOXOAQ M TOAOBHOH OOABIO. BO3MOKHO pasBuTHe KOH-
AYKTHBHOHM M HEHPOCEHCOPHOU TyroyxocTr. Bee atm
HPOABACHHA MOIYT COYETATHCS C THITMYHBIMU CHMITTO-
MaMH BACKYAHTA MEAKHX COCYAOB — C ITOPAZKEHUEM ACT-
knx, AHITA-I'H, MuoxecTBeHHBIME MOHOHEBPHTAMH
U IIOAMHEHPOIIATHEH, KOKHOMI IYPITYPOIT U A3BAMH.
[Tpu MIIA, B oramuue ot I'TIA, He pazsuBaerca
IPAHYAEMATO3HOE BOCIAAEHHE C OOpPA30OBAHMEM IIO-
aocreit. [Topaxenne aerkux popmupyercs y 60-80%
IAIIIEHTOB B BUAE HHTEPCTUIIHAABHOIO HAU HHTEPCTH-
I[IAABHO-aABBEOAAPHOTO BOCITAACHHA, XAPAKTEPHBIMI
CHMIITOMAMHI KOTOPOTO ABASAFOTCHA KAIIEAD, OABIIIKA
U KPOBOXapKaHbE, PA3BUTHE TAKEAOH ABIXATEABHOI
HEAOCTATOYHOCTH ITPH OOABITIOM OOBEME TIOBPEKACHH.
[Ipy peHTreHOAOrHYECKOM HCCACAOBAHUU BBIABAAIOT
nH(MUAPTPATHBHBIC U3MEHCHISA, ACTOYHBIH (HUOPO3
(KaK MCXOA), IPU3HAKH BOBACYCHHUSA ITACBPHL.
OranmuanreapueiMu ocoOenuocTamu DITIA sB-
asrores sosunoduanst >1,5x10%/A, Gpouxnassuas
actma 1 903uHO(UABHAA THEeBMOHMA. Kak mpasmao,
nanuenTsl ¢ OI'TIA nmeroT AAMTEABHBIN aHAMHES
OpPOHXMAABHOM ACTMBI, XOTA B HEKOTOPBIX CAYJafAX
OHA Pa3BUBAETCA yiKe IOCAE AeOrOTa BackyAuTa. [Ipn
PEHTIEHOAOTHIECKOM MCCACAOBAHIH MOKHO BBIABUTH

MUTpHpYIOIine HHPUABTPATH B Aerkux. [Tourw y rmro-
AOBHHBI ITAIINEHTOB BBIABAAIOT IIOAHIIO3 ITOAOCTH HOCA
U CHHYCHT. XapaKTePHBIM AA0OPATOPHBIM IIPOABACHIEM
ABAACTCH ACHKOIIUTO3 C OTYETAMBOM 903MHO(DUAHEIL.
Teuenne DI'TIA oramuaerca npu AHIIA-osurisHOM
n AHIIA-meraTuBHOM BapuanTax 3aboaesanud. [1po-
asaeHnd AHLIA-tosutusaoro DI TIA CXOAHBI € CHIM-
IITOMAMU BACKYANTA MEAKHX cOCyAOB Itpur MITA m I'TIA.
AHIIA-ueratusnbii Bapuant DITIA xapaxrepusyercs
AOMI/IHI/IpyI'OH_[I/IM HOpa}KCHHCM I/IHTepCTI/IHI/IH (I/IHTCP—
CTHITHAABPHBIME HH(PUABTPATAMH C 903MHOMDHAAME
1 IIA3MOITITAME), MEMOPAHO3HOH HepOIIaTHEH, MeM-
OpaHONPOAH(EPATUBHBIMIA U3MEHEHIAME KAYOOUKOB
U He ABAAETCA IIPEAMETOM 9THX PEKOMEHAAITHIH.

[Ipu cOope aHaMHE32 I OCMOTPE HMAIIHEHTOB C IIOAO-
spernem na AAB/AHIIA-TH caeayer o6parturts BHIMA-
HHE HA CACAYIOIIIHE KaAOOBI: I1epH(MEPUIECKIIE OTEKH,
YMEHBIIICHHE 00BEMA OTACAAECMON MOYH, H3MEHCHIE
I[BETA MOYH.

Du3HKAABHOE HCCAEAOBAHNE HAIUEHTOB C ITOAO-
spernem Ha AAB ¢ mopakeHHeM ITOYeK AOAKEH OBITH
TAKAKE HAIIPABACH HA BBIABACHHC IIPU3HAKOB CHCTEM-
HOTO ITOPAKEHUA, BKAFOYAA: CHIKEHIE MACCHI TEAQ; ap-
TEPHAABHYIO THIIEPTEH3HIO; TIOBBIIICHIE TEMIIEPATYPBI
TEAQ; I3MEHEHNSA KOKIU: MAABITIPYEMYEO Iy PIIypPY, A3BBI,
CeTYaTOE AMBEAO; H BHAUMBIX CAHSHCTHIX: A3BBI, IPAHY-
AEMATO3HBIN («KAYOHUYHEBII)) THHIUBHUT; Hepudepu-
YECKHE OTEKH; H3MEHEHHA TAA3: 3K30(DTAABM, HHBEKITHA
KOHBIOHKTHBBI H CKAEPBI; Ae(DOPMAITIN AHIIEBOTO CKe-
A€TA — «CEAAOBHUAHBIID HOC, DOAE3HEHHOCTD B OOAACTH
IIPOCKIINH IIPHAATOYHBIX I1A3yX HOCA; N3MEHEHUSA CY-
CTAaBOB: DOAEC3HEHHOCTD ITPHU HAABIIAIIIH, IPUITYXAOCTD
CYCTAaBOB; IOPAKECHIE ACTKHX: OCAAOACHIE ABIXAHUA,
BAQ/KHBIE XPHUIIBL.

2. OuarHoctuka 3abonesaHms uinm coctosiHms (rpynnsl 3060n1eBaHMi
MAKM COCTOSIHWUM), MEAMULMHCKME NOKA3AHUS M NPOTUBONOKA3AHMS

K TPUMEHEHNIO METOOOB ANMATHOCTUKH

Ha cmeny ycrapeBmiuM 1 He 00A2AABIINM AOCTa-
TOYHOM TOYHOCTBIO Kpurepusam [37-39], B 2022 r. AKP
u EULAR 6s1au paspaboTassl HOBEIE KAaccuuKa-
rmonnsie kpurepun ['TIA, MITA u DI'TIA, kotopsre
CACAYCT IIPUMCHATh B KAMHIYCCKOHN IIPAKTHKE AAS X
AuddepeHITHAAPHOI AnarHocTUKH (120A. 4-6) [40-42].

AHIIA-T'H sBAseTca HanboAee IaCTOH IIPHIHHOMN
OBICTPOLPOIPECCUPYIOIIErO HEDPUTUIECKOIO CHH-
apoma (BITHC) Bo B3pocAoIl IOIYAAITHH, HETATHBHO
BAISA Ha ITIOYCYHYIO BBDKUBACMOCTD HAITHEHTOB ¢ AAB
U Ha IPOrHO3 3a0oAeBaHus B 1ieaom [43, 44]. Beias-
A€HHE KAMHHYECKHX CHMIITOMOB ITOPAKEHUA ITOYEK
y HarueHToB ¢ ycranoBaeHHEIM AAB Tpebyer mopdo-
AOTMYECKUX HUCCACAOBAHUN AASl TOYHOM AMATHOCTUKH
AHITA-I'H y GOABIIIHHCTBA TAITHEHTOB, HE HIMEIOIIIIX
aOCOAIOTHBIX IIPOTUBOIIOKA3AHHH K BBITOAHEHUIO OH-
orcuu novku [45].

Mopdonormueckas kapruaa AHIIA-T'H o6sramo
cootsercTsyeT 111 TrITy sKCTpakaMAAAPHOIO TAOME-
pyaoredpura. OCHOBHBIMU I'MCTOAOTHYECKIME IIPU-
saakamn AHIIA-I'H B axruBHO# dasze OoresHH fAB-
ASEOTCA (DOKAABHO-CEIMEHTAPHBIN (HDHOPUHOUAHBIN
HEKPO3 KAIIHAASPOB KAYOOUKA 1 apPTEPUOA, IKCTPAKa-
IHAASPHAA TPOAHQEPAIHA C KACTOYHBIMU K /uAn Ju-
OpPO3HO-KACTOYHBIMU IIOAYAYHUAMH IIPH OTCYTCTBUL
AN HE3HAYHUTEABHOM OTAOKCHII IMMYHOTAOOYAMHOB
U KOMITAGMEHTA B TKaHu mmouku. B pamkax BITHC mpn
AHIIA-TH ¢ raoMepyAfpHBIMU N3MEHEHUAMI MOLYT
KOHKYPHPOBAaTh BOCIAAUTEABHBIE H3MEHEHHA TyOYAO-
HHTEPCTULHA H COCYAOB, KOTOPBIE TAKKE ABAAIOTCA O0'Db-
eKTOM Teparuu (TabA. 7).

Ha aroaro AAB npuxoanTcea 6oAee TOAOBHHBI BCEX
cayuaes BITHC y B3pocanix [44]. Bmecre ¢ Tem, Apyrue
CHCTEMHBIE ayTOMMMYHHbIE 3a00AEBAHUA MOTYT ITPO-
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apaarecst BITHC, ato Tpebyer mposeactus auddepen-
IIIAABHON AMATHOCTHKI, BKAIOYAsg OOAC3HB, OOYCAOB-
ACHHYIO AHTUTCAAMIE K Oa3aABHOI MeMOpaHe KAyDOdKa
(BMK) (artu-BMK 60Ae3Hb), KproraodbyAnHemmye-
CKHMI BACKYAHT, HMMYHOrAOOYAHH A-HedporaTus,
MeMOpaHoIpoAndepaTUBHEIN raoMepysoHedpHT,
C3-rAoMepyAOIIATHI, BOAYAHOUHBIN HePHT, IEPBUY-
HEIC U BTOpHYHBIE (DOPMBI TPOMOOTHIECKON MUKPO-
AHIHOIATHU (TPOMOOTHYECKAS TPOMOOIIHUTOIICHIYE-
CKaf IypIypa, ATUIINIHBIH TeMOANTHKO-YPEMHIYECKIUET

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

CHHAPOM, THIIHYIHBIH IT€MOAHTHKO-YPEMUYECKUE CHH-
ApOM, HeppOIIATHA, ACCONUUPOBAHHAA ¢ aHTHHOCPHO-
AUIIIAHBIM CHHAPOMOM, TIOPAKEHIE ITOYCK ITPHU MOHO-
KAOHAABHBIX TAMMOIIATHAX M CHCTEMHBIX HMH(DEKITHAX

[46, 47].

2.1 Xano6b! 1 aHamHe3

Ocoboro BHIMAHNSA 3ACAYAKHBAIOT KAAOOEI IIAIIIEHTOB,
VKa3BIBAIOIIIE HA OAHOBPEMEHHOE BOBACICHIUE PASAHY-
HBIX OPraHoB U cuctem (cM. pasaea 1.6 u Tabauisr 4-6).

Ta6nuua 4 | KnaccndurkaumoHHble Kputepum rpaHynemarosa ¢ nonuaHrumtom (AKP/EULAR, 2022) [40]

I'Ipm NnPpMeHeHNN 3TX Kputepues ciegyet NPUHATb BO BHMaHNe:

o KnaccrnoumKauvoHHble KpUTEPUM MOXKHO NMPUMEHATb ANA Knaccudukaumm 3aboneBaHysa rpaHyiemaTtos ¢ NosiMaHrMnTom, ecim
y naumeHTa 6bln AMarHOCTVPOBAH BaCKYINT MENIKUX UIIN CPeAHUX COCYL0B U
o VICKITIOUEHbI MHble 3a6051€BaHNA, KOTOPbIE MOTYT IMUTMPOBATb BaCKyUT

KnuHunyeckue Kputepumn Bbann
MopaxeHune Hoca: KPOBAHMCTOE OTAENAEMOE, A3Bbl, KOPOUKU, 3aNI0KEHHOCTb, HapYLLEHNe HOCOBOTO AbIXaHUA, 43
nedekT nnu nepdopaLus HOCOBOW NepPeroposKu
MopaxeHune XpALLEeBO TKaHW: BOCMaNEHNe XPALLEN yxa UM Hoca, OCUMNIOCTb ronoca Unv CTpuaop, 42
3HAOOpPOHXMANIbHOE NopaxeHue, GopMUpPOBaHMe CeANIOBUAHON AepopMaLim CMINHKA HOCa
KoHayKTVBHaA unm HempoceHCopHas TYroyxocTb +1

JlabopaTopHble, MHCTPYMEHTaJIbHbie U MOpdoiornyeckmne Kputepum
MonoxunTenbHbIN pe3ynbTaT aHanm3a Ha LUToniasmaTnyeckme aHtuTena K uutonnasme Hentpodunos (LAHLA) +5
Wnn aHTUTeNa K npoterHase-3 (Mp3-AHLA)

Y3enku, o6bemMHble 06pa3oBaHNA UK MOSIOCTM B NErKUX MPU BU3yanu3aumm +2
[paHynembl, BHeCOCYAMCTOE rpaHyieMaTo3HOe BOCNaieHNe NN TMraHTCK1e KNeTkn npm Mopdonornyeckom 2
nccnefoBaHumM 6uonTaTa

BocnaneHue, KoHconuaauma nam BbINOT B NPUAATOYHBIX Ma3yxaxX HOCa UV NPU3HaKM MacTonaUTa Npy BU3yanusauum +1
ONUroMMMYHHbIN romepynoHedpUT No AaHHbIM GMONCUN NOYKN +1
MonoxunTenbHbI pe3ynbTaT aHann3a Ha NepuHyKneapHble aHTUTena K uutonnasme Hertpodpunos (MAHLLA) r
UNY aHTUTeNa K Muenonepokcuaase (MMO-AHLLA)

Yuncno 303uHodunoB B nepudepryeckon Kposu =1x10° /n -4

CnoxuTe 6ansbl MO BCEM KPUTEPUAM, KOTOPbIE eCTb Y MaLueHTa.

CyMMmapHbIii 6ann =5 no3sonseT KnaccuduumpoBaTtb 3aboneBaHme Kak rpaHyiemMaTos ¢ MONNaHIMTOM.

Ta6bnuua 5 | KnaccudrkaumoHHble KpuTepumn Mukpockonuueckoro nonnanrunta (AKP/EULAR, 2022) [41]

Mpn NnpuMeHeHUN 3TUX KpUTEPUEB C/IeAYET NPUHATb BO BHUMaHMe:

o KnaccrnoukaLoHHble KpUTEPUM MOXHO NMPUMEHATb AN Knaccudrkaumy 3aboneBaHnsa MUKPOCKOMMYECKNIA
NOMVAHTUNT, €CNW Y NaLMeHTa Obif AUAarHOCTMPOBAH BaCcKyNUT MENKMX UV CPeaHNX COCYLO0B 1

o VCKNIOYEHbI MHble 3a60/1eBaHMNA, KOTOPbIE MOTYT UMUTMPOBATb BaCKyIuT

KnuHnueckune kputepun bann
MNoparkeHne Hoca: KPOBAHUCTOE OTAENAEMOE, A3Bbl, KOPOUKM, 3aN0KEHHOCTb, HapyLLeHe HOCOBOTO [bIXaHWA, 3
nedbekT unu nepdopauis HOCOBOI NeperoponKm

JlabopaTopHble, MHCTPYMEHTaJIbHble U MOpdoiornyeckne Kputepum
MonoXxuTenbHbll pe3ynbTaT aHanr3a Ha NeprHyKneapHble aHTUTeNa K uiTtonnasme Hentpodunos (NAHLLA) +6
VN aHTUTENa K Mmuenonepokcugase (MMNO-AHLA)

JlerouHblii $nbpPo3 nnu MHTEpCTULMaNbHOE 3abonieBaHme Nerknx o AaHHbIM B3yann3aLuuny opraHoB rpyAHON KNeTKu +3
ONUroMMMYHHbI rnomepynoHedpUT NO AaHHBIM UCCNIeAOBaHMA G1ONTaTa NOYKN +3
MonoxmTenbHbI pe3ynbTaT aHanmn3a Ha LUToniasmMaTnyeckme aHTuTena K uutonnasme Hentpodunos (LAHLIA) A
Uy aHTUTeNa K npoterHase-3 (Mp3-AHLA)

Yuncno s03uHodunos B nepudepmryeckon Kposu =1x10° /n -4

Cnoxute 6ansbl Mo BCEM KpUtepurAam, KOTopble eCTb Y MNauneHTa.

CyMmapHbIii 6ann =5 no3sosnAeT KnaccuduLumpoBaTtb 3a60eBaHne Kak MUKPOCKOMMYECKNI MOINAHTUANT.
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HPOGKT MHULMATUBHBIX KMUHUYECKMX peKomer,au,Mﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

Tabnuua 6 | KnaccupukaumoHHble Kputepum 303MHOGMIIbHOTO rpaHynemaTosa ¢ nonuaHruntom (AKP/EULAR, 2022) [42]

Mpu npuMeHeHNN 3TUX KpUTEPMEB cieayeT NPUHATbL BO BHUMaHMe:

o KnaccrdpmkaumoHHble KpUTeprn MOXXHO MPUMEHATb 1A Knaccudrkauuy 3a6oneBaHnsa 3031HOGUIbHbI
rPaHyNemMartos ¢ NoIMAHIMUTOM, eC/IM Y MauveHTa Obi JMAarHOCTUPOBAH BAaCKYIUT MEJIKMX WIIN CPeHNX COCYAO0B U1
e VICK/IIOUEHbI MHble 3a60/eBaHus, KOTOpble MOTYT MMUTPOBATb BaCKyINT

KnuHunyeckune Kputepun Bann
O6CTpYKTUBHOE 3a605eBaHNe fbiXxaTesbHbIX NyTen +3
Monunbl B monoctu Hoca +3
MHo>KeCTBEHHbI MOHOHEBPUT +1

JlabopaTopHble, UHCTPYMeHTaJIbHble U Mopdonornyeckne Kpurepum
Yuncno s03uHodumnos B nepudepuyeckon Kposu =1x10° /n +5
JKCTpaBacKynsApHoe BocnaseHune ¢ npeobnagaHmem 303MHOGUIOB NO AaHHbIM Gruoncun +2
MonoxmnTenbHbIN pe3ynbTaT aHanm3a Ha LTonnasMaTmyeckme aHTuTena K umronnasme Hentpodunos (LAHLIA) 3

WY aHTUTeNa K npotenHase-3 (Mp3-AHLA)

lematypusa

CnoxuTte 6annbl No Bcem KpuUTtepuam, KOTopble eCTb Y NauneHTa.

Cymmapru?l 6ann =6 no3BonsAer KﬂaCCI/I(bI/ILWIpOBaTb 3aboneBaHMe Kak 303I/IHO¢I/II'IbeII‘/'I rpaHynematos C NoJINaHTMNTOM.

Ta6nuua 7 | OcHoBHble mopdonornyeckue npossneHna AHLA-TH

[nomepynsApHble N3MeHeHNA

AKTUBHble (BocnanutenbHble)
Me3zaHruanbHan nponvdepauusa
SHAOKaNUNNIAPHas rMNepKIETOYHOCTb
Hekpo3 kanunnsapHbIx netenb
(QopmupoBaHue KNETOUHbIX MOMYNYHUIA

Pa3pbiBbl Kancynbl boymeHa

XpoHuueckne nsmeHeHus (pubponnacTnyeckme)
Tno6anbHbI cKnepo3

CermeHTapHbI CKnepo3

®r6pOo3HbIe MoNynyHNA

CuHexumn mMeXxay snutennem Kancynbl
N KanunaAapHbIMKU NeTNAMN

Ty6ynonHTepcTLManbHble U3MeHeHus

AKTUBHbIE
Ty6ynut
Pa3pyweHune BM kaHanbues

KnetouHaa nHounbTpayma nHTepctTuuma
(c npeobnapgaHem nonMopdHoOALEPHbIX NENKOLUTOB
B oCcTpoii paze)

lpaHynembl

MepuTyOyNApHbIA KanunnApUT

XpoHuyeckune nsmeHeHus
ATpodun KaHanbLeB

NHTepcTrymanbHblin prbpos

COCYAI/ICTbIe U3MeHeHuA

AKTUBHbIE
HekpoTtusupytowue
SHAapTepunT

KnetouHas nHounbTpaums
Tpomb603

FpaHynemaTosHble nospexaneHua

XpoHunyeckune nsmeHeHus
Snactopunbpos apTepui
ApTepronoruaaunHos

MepmBacKynApHbIN CKIepo3

2.2 OusuKanbHoe 06cnenoBaHme

OCHOBHOI>'I LEABIO OCMOTpa ITAITUEHTOB ABASACTCA BbI-
ABACHUE CMIITOMOB, yKaSI)IB’dIOH_[I/IX Ha OAHOBPeMCHHO@
BOBACYCHUC pﬁ3AI/I‘IHbIX OpI‘aHOB " CUCTEM (CM. p2.3-
AcA 1.6 i Tabanrer 4-6).

2.3 JlabopaTopHble frarHocTmyecKkme

nccnepgoBsaHmA

» V Bcex nmanmenToB ¢ mopospernem Ha AHIIA-I'H
nan ussectabiM AHIIA-TH mpr pexomenayem
IIPOBEACHHE AADOPATOPHON AHATHOCTHKI B 0a30-
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BOM 0OBEME, IIPEAYCMOTPEHHOM PEKOMEHAALIUAMI
1o xponndeckoit boaesuu mouek (XBIT), arst BbI-
ABACHUA HOPAKEHUA ITOYEK, OIEHKU BBIPAAKEHHOCTH
U MOHUTOPHPOBAHUA AUCYHKIUH ITOUeK [27].
YpoBens ybeaureapHOCTH pexomeHAanuii C
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)
KommenTapum: nocie ocmpoii gpaser AHLLA-I'H
nepexoduns 6 cmadur XPoHUUEcKozo n08PeHcoeHs nouKH,
n03MOMY 60¢ CAYHall IM020 3a60.1e8atua nocae 3 Mecayes
meweHuA uau cpasy (1o mMopgoaozu) 00xcHe berne Kiaac-
CUDUYUPOBaLLLL 6 COOMMBENICINEUIL ¢ PEKOMEHOAYUIMU 110 XPO-
Huueckoti boaesru novex (XbI1), a nayuenmevr doancrer no-
AYUany coomeenicmeywuyee obeaedosanue u aedene. Ileaso
Aa00paniopozo 0061e006ara 6191165 6HIABACHUE NPUSHAKOS
NOPANCEHUA NOYEK — USMEHEHIA MOHEB020 0Ca0Ka, NporIent)-
pusy oyerika cocmosnus PyHKYUU noyex —uccaedosarie Ypoeis
Kpeamununa 6 Kpost, onpedeere ckopocmu Kayoouxosod
Gunvmpayun (CKD), ucenedosarue yposua xasusn 6 xposi,
a maraice npoABAEHUL 60CHANUNENBHON PeaKyu — UCC1e006a-
Hue ckopocn ocedarua spumpoyumos (COD), ucenedosarue
yposna C-pearmusrozo beaxa (C-PD) 6 cvisopomie xposu.
B xaunumecrux pexomerndayusx «Xporuueckas boesis novex
(XBI1)» 2024 200a demansro onpancerst 100x00s1 K duazHo-
comuKe QUCHYHKYUI ROYEK, KOMIOPbIE NOSHOCHIGIO NPUMEHUMbL

oaa nayuermos ¢ AHLIA-I'H [27].

 Bcem marmenTam ¢ mopospenuem Ha AHIIA-I'H bt
PEKOMEHAYEM IIPOBOAUTD HCCAeAOBaHKE ypoBHT C3
dpakunu komIIAeMeHTa U HccAcAoBaHue yposHs C4
(PpAKITIHE KOMITAEMEHTA AAfl OLEHKN AKTUBHOCTH
1 Iporuosa 3adoacesanus [48-50].
YpoBeHb yOEAUTEABHOCTH peKOMeHAAnuii B
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 3)
KommeHnTapum: cunoxomniemernmemusn (npeumyue-
cmsento 3a cuem C3 Komnorerma, wo urozda u 3a cuenm C4)
Habutdaenca y dacmu nayuermos ¢ AAB u no dannsim
0710eABHBIX HEPAHOOMUSUPOEAHNBIX CPABHUIMENLHBIX UC-
CA1€006aHUI CEUOENIENBLINBYEN O 1E0.Aa0NPUANIHOM 1PO2IO3e

AHILA-TH [48-50].

e AAf AHArHOCTHKH 3a00ACBAHUSA BCCM IIAITHCHTAM
¢ mopospennem Ha AHITA-T'H mbr pexomenayem
onpeaesenne coaepxanud AHITA: koangecten-
HOTO ompeAeAeHus u Tunuposanus [Ip3-AHLIA
n MITO-AHIIA meropom uMmyHOMDEPMEHTHOTO
amaansa (MDA) [51-53].

YpoBeHb yOEAHTEABHOCTH pPeKOMEHAAIHI A

(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommenrapun: AHILA yoaemea sviasums y Go1s-
wunemea nayuenmos ¢ I'TLA, MITA u usoauposarnsim
AHIIA-TH, a marxxe noumu y no108uns: nayuennos
¢ DITLA. Kpome mozo, mun yupryaupyroumux AHILLA on-
Yacmu onpedessen 0coveHHoCHIN 1meUerua 3a00.1e6anuA U Puck
peyudusos (ssine y nayuermos ¢ IIp3-AHILLA).

B memaananuse (MA) noxasaro, wmo MDA aessemea
Go1ee MPeONOUIMUMENLHBIM CKDUHUNZ06BIM MEMNO00M 014
swrasaenus 1 Ip3-AHILA u MITO-AHILLA, wem peaxyus
renpamot urimyrogparoopecyernyun (PHH®) [51]. Coenacro
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

MeNcOyHapodHomy Korcereyey no onpedesenuro AHILLA nau-
bo1vauell Quazocnudeckoll yenocnvlo 004adaem munuposa-
nue AHLLA x 11p3 u MI1O memodom DA ¢ xoauue-
CINBEHHBIM mpe&e/zeﬂuej\/z, Komopoe nosuiutaen? 66poAINHOCHIL
npasuaviodl unmepnpemayuu pesyasmania [52, 53]. Fleese-
dosarue caedyen nposodUNIs No CIRAHIAPINUI0EAHHON MerI0-
OuKe 6 AUYEHIUPOBAHHOL AabOParmIopuls, a 6 Onucaniy pesyne-
manios 0043wl 01116 NpeOcmas.ierve eounuysl usMeperiusa
u peghepericrivie srayerus [54 ).

Onpedenerne AHLLA memodom DA obaadaem 6vi-
COKUM NOKA3AMeneM O1HOUEHUA 1Pasoonododusn noaomnu-
menvtiozo pesyavmama (sviasaenue I 1p3-AHLLA u MT1O-
AHIILA 6 20-70 pas nossiuaen seposmmocms AAB,
) nayuenma ¢ KAUHUYECKUMY NPOABACHUAMY BaACKYAUMA
Meaxux cocy0os). Ompuyamenvistii pesyavman ananusa
6 1,7-7 pas yeeauuusaem sepoanitocns omeymcnsusn 1.AB.

Henonvsosarnue PHIID das onpedenerus AHLLA yemy-
naem MIDA, 6udy boavuuess sapuabensrocn pesyaviianios
U MEHBIUX NOKA3ANIENCH L)BCIIBUINENBHOIN U CHEYUGD UUHO-
e [55]. Dmom mecns modncHo ucnonv3osams 044 npedsapi-
7eABHOI QUAZHOCIUKH, 10 ¢ 00A3a71AbHBIM NO0IIEEPIHCOHUEM
Mermodom FIDA.

Caedyem norumanms, umo AHILILA He asaam0meq na-
moztomonuunviym 044 AAB ummynosozuueckum gerore-
HOM, U 6 pAde CAYUaes MOy Obinib 6bIA60€Hb1 ) NAYUEHIN0E
¢ XPOHUUECKUMU UHPEKYUOHHBIMU 3a00.166aHUAMUy EKAI0UAA
ungexyuonnvLil IN0OKapOUm u 1my6epryaes, 60cnaNumens-
HBLMU 3a001€6aHUAMY KUMEUIUKA, NPU OHKON0LUYECKUN
sabosesanuax u Ha Pome npuemMa HeKOmOPLIX AeKAPCII-
sennvrx npenapamos. 1losoocumensnsiii pesysvman ara-
sausa Ha AHLLA 6 omeymemsue xaunnyeckux npossienut
BACKYAUMA MEAKUX COC)008 He 110360471 OUATHOCIIUDPOBaNTY
AAB, oouaro mpebyen mufanessHol pesusin KAUHUHECKUX
Oanmvrx. Onpuyanensiwtil pe3yavmian: ananud ) nayuennios
¢ XapaKmepHuMu KAUHUHECKUMY MPOABACHUAMY 1] U MOD-
Po.a0euneckUMU UIMEHEHUAMU 116 ABAAENICA OCHOBAUEM 014
uckarovenus ouacrosa AAB (em. maba. 4-6).

o Vmanumenrtos ¢ AHIIA-T'H B meproa nsaykimm pe-
MICCHH MBI PEKOMEHAYEM PETYAAPHO MOHUTOPUPO-
BATh HEOOXOAMMBIE AADOPATOPHBIE ITOKA3ATEAN AAS
OIICHKH M3MCHEHHUH BBIPAKEHHOCTH IPOABACHIH
3aboAeBaHnA Ha (DOHE TEPAITNU U HEKEAATEABHBIX
ABACHHIT ITOCACAHEH [43, 40, 56-02].

Yposeus ybeanrespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)

KommenTapum: yesecoobpasio Konmposuposans cie-
Oyromue noxasament, ne ocpanutueasce uMu: obuwull (Kau-
HUYecKUTl) ananus Kposi paseepymetil, ecae008arnue YposHsa
Kpeamununa 6 Kpost, pacuemnvre snavenus CKD no gpop-
wyne CKD-EPI, obwuii (kaunuveckusi) ananus mou, ue-
caedosanue yposna C-PB 6 cersopomxe xposuy onpedenerie
aKIMUBHOCHIU ACHAPIIAINIAMUHOMIPACPEPasbL U aKIMUEHOHIU
ananuHamuHompancepaser 8 Kposu, uccaedoéarie yposHsa
eanwxosvr 6 xkposu. Mecaedosanue obueeo (kaunuuecxozo)
ananusa Kposu passepiyniozo u Maprepos yumoausa 10360-
JACHI UCKAIOUUING HENCCAAIICNLHBIC ABANCHUA 11EPANUU YUINO-
cmamuxamu |58, 59]. Ocmpan enyboxasn uau xponuyeckas
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npozpeccupyronan AeuKonenus Mozym: Ovi771b OcHOBaUeM 014
KOppexyui uan 6peMeririozo npekpanyerius mepanun yumocna-
muxamy. Taxowe Koppexyus 003 npenapanios moocen: nompe-
006ambea NAYUeHNAM ¢ BbIPAINCEHIBIM CHUINCEHUEM PDYHKYUH
noyex. Aeuerue ca10KOKOPMUKOUOGMU Y UACIIU NAYUEHIN06
npusodum K passumuro cmepoudHozo caxaproeo duabema,
O/ UCKAIOYEHUA KOMMOPO2O NOKA3AH PeyAApHbLil KOHMPOAL
eauxemun [43]. Lleavto pezyagprozo kormposs obugezo (Kau-
HUYECKO20) aHaNu3a MOYY AEAAENIEA, 6 1110M YUCAC SHLAEACHIUE
NOpasKcerus cAUSUCIION MOUEE020 NY3BIDA Y NAYUETIIO0S, NO1Y-
qanmux uau noayHasmux Jedere yuxaogpochamudom**
[60-62].

Yacmomy svinosnenus u oGsem HeobX00UMbIX UCC1€00-
6anutl (Komopeiil He UcuepNLISACHICA NEPLUUCACHHBIMIY 1O~
Kasameaamit) caedyen onpeoesnnts WHOUSHOYANBHO ¢ YUenIoM
mAdNcecIt G01€31, 1MEKYUell KAUHWUECKOL CUMNINOMANIUKH,
npumengemod mepanuu [43, 46, 56-62]. Kaunuyecxasn
oyenKa OUHAMUKI COCIIOANUA nayuermia 004xcHa bbimty pe-
2)AApHO 014 oyenKu omeena Ha mepanuio, ee 0CA0HCHEH U,
pecucmpayun pemuccun uay peyuousa oaesru. Ilomumo
CYOBEKIUBIO20 PYIIUIIOZ0 UCCAC06ANNUS, 6 NPAKINUKE MONCHO
UCNONIBI06AIIL CHEYUANBIBIE UHCINPYMEHINBT (HKaAAbL), Pa3-
pabomartivie 044 00beKMUBHOU 0YeHKY aKINUBHOHIY 3a60-
sesanus (bupmureemexuil unoexe axmusiocmu 6ackyauma,
BVAS v.3) u naxonaenus neobpamumuix nospeacoeriui
(Fnoexc nospescenns npu sacxyaume, V'DI), npu Haruuun
Y 6pava coomsememsyronged nodeomosxy («I Ipusooerue I,

n.1 (BVAS 0.3) u n.2 (VDI)) 63, 64].

o [Tanmenram ¢ AHIIA-I'H mer pexomenayem ko-
AHYECTBCHHOE OIPEACACHUE COACPIKAHHS AHTH-
TEA K IUTOITAA3ME HeHTPOpHAOB B kKposH — K [1p3
u MITO (I1p3-AHLIA, MITO-AHIIA) meroaom
DA ne pexe 1 pasa B 4 Mecsma AAA OLICHKH HM-
MYHOAOTHYECKOH aKTUBHOCTU W IIPOTHO3UPOBAHUA
obocrpenuit 3aboaeBanus [65-67].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommenrapunu: 6 MA G210 yemarnosaero, wmo co-
xparenue nosvruertiozo ypostia AHLLA y auy, naxoosumuxes

6 KAUHUYECKOT PEMUCCUH, UMY €20 N08bIILEHIE 8 OUHAMUKE

1061€ Q0CIIUNCEHUA UMMYHON0UYECKOT PeMUCCUL UMeen!

3navenue 044 NPoHOIUPOSAHUA Peyudusos 3aboaesarus

[65-67]. 1 Lepeucmuposarue nosviuernrozo yposwa AHI A

6 pemuccuu uau 20 Hapacmarnue 0v110 accoyuUpOsao ¢ no-

BbLULEHIEM DlicKa Passumiua KauHuueckozo obocmperusn AAB

168, 69].

* MbI pekOMEHAYEM ITPOBOAMTDH OIEHKY KOHIICH-
tpannn nmmyHoraobyauna (Ig) G (mccaepoBanne
yposus IgG B kposn) manmentam ¢ AHITA-I'H, mo-
AYHAIOIINM ACUEHHE PUTYKCUMAOOM™*, AASl CBOEB-
PEMEHHOTO BBIABACHHA CHIKEHHUA 3TOTO IIOKA3ATEAS
u xoppekiuu Teparuu |70, 71].

Yposens ybeanTespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 4)

Kommenrapum: cruncenne yposns 19G 6 kposu acco-
Yuuposaro ¢ npuMenennem yuxaopocamuda’™* u punzyci-

Maba** u sasucum om Kymyaamusrol 003wt npenapanios [70)].
I'unoearmmaznobyaurnemus passusaemes y 34% nayuernmos
¢ CUCIIEMHBIMU AYINOUMMYHHBIMIY 3a60.1€6aHUAMMU, NOIYYA-
10muMy pumyxcumad™¥, a puck ee goprmuposarnua nauboee
BBICOK 1PU D0CIIUMNCEHIU KYMYAANMUEHOH 00382 26 2 [71]. M-
caedosanue yposua LeG 6 wposu caedyen Kormpoauposants
neped Kaocdvim esederiue npenapama u uepes 3-4 mec. nocse,
Go.1ee 4acimio ) nayuennios ¢ uHPeKyuoHHsIMU 0CI0NCHEHUAMH.
Ilpu svssaenuu yposa IgG <5 2/ caedyem peatunss 6onpoc
0 1eobX00UMOCIIY KOppeKyul mepan 017 npedynpescoerius
UHGPDEKYUOHHBLX 0CAONCHEHUT! (USMENHEHUT UMMYHOCYNPECcHl
u/ uau aeverus HuMMyH02A00YAUHOM UeA08CUECKUM HOP-
MansHstM*¥).

2.4 WNHcTpymeHTanbHble fuarHoctmyeckue
nccnenoBaHNnA
e Mmr pexomenayem Bcem marmentam ¢ AHIIA-T'H
IIPOBOANTH AUATHOCTHKY ITOPAKEHHA ACTKHX C IIPH-
MeHeHueM KoMibiotTepHo Tomorpaduu (KT) opra-
HOB TPYAHOI ITOAOCTH AAf BBIIBACHUS ITOPAKEHHA
AETKUX U OIICHKH ITPOrHO3a B pamkax AAB [72, 73].
YpoBeHb yOEAHUTEABHOCTH pEeKOMEHAAIMI A
(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)
Kommenrapum: nepedxo couemascs ¢ AHILA-I'H,
nopasicerine AeeKux A6A9EMCA 00HUM U3 Haubo.1ee npoeHocHu-
yecky Hebnazonpusmmeix npossaenus AAB, vacmo npone-
Kaen GeccuMmmomMmo U co cKYOHol KAUHUYECKOH CUMNIIO-
mankott. Tounocms K1 6 duazrocnuxe muxpococyoucnozo
NOPANCEHUA NCKUX CYUECTIBEHIHO BbLILE, UeM NPU PYIIIUHHOU
penmeenozpagpuu. Kpome mozo, 6 MA ucenedosanui, 6 xo-
MOpBIX UHINEPCIIUYUAIBIHOE NOpadCerile J1eZKUX, BbIABACHIHOE
npu KT (10 ne penmeenocpagpun seexux), vt10 eeamusho
aAccoyuUpoBaio ¢ puckom emepmreaniiozo ucxoda [73].

2.5 WHble AnarHocTnyeckmne nccnepgosaHnA
oMbl pekOMEHAYEM BCEM IIAUIEHTAM C IIOAO3PCHUICM
Ha AHIIA-TH Ge3oTAarareAbHO BBIHOAHATH OH-
OIICHIO IIOYKH IIOA KOHTPOAEM YABTPAa3BYKOBOTO
HICCACAOBAHIUSA C IIPOBEACHIEM ITATOAOTOAHATOMU-
YECKOTO MCCACAOBAHUSA OHMOIICHIHOIO MaTEPHAAA,
B TOM YHCAE, C IPHMCHCHUCM HMMYHOMOP(OAO-
IIYECKUX METOAOB, AAfl IIOATBEPIKACHIA AUATHO3A
7 OLIEHKH ITporHo3sa [74-76.
YpoBeHb YyOEAHUTEABHOCTH pPEeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)
Kommenrapuu: wopgoozuueckoe uccaedosarne —
sancrivedl urcmpymenm ouazrocmuxu AAB u AHIA-I'H,
10360AA10Uf UL OYEHUNID BYIPANCEHNOIL U XaPaKIIED aKiIHe-
HoIX (60CHANUMENDBIBIX) U PUOPONAAIIUUECKUX USMEHEHI.
Heenedosarnue mranu nouxu ob.aadaen boavued duaziocniu-
YECKOU SHAUUMOCHIBI 1A ONPEOLNCHUA BOCHANCHUA MUKPO-
cocyoos (91,5%), wem buonmanios causucmoi BALL (53%)
U NEKUX, NONYUEHHBLX NPU IPaAHCOPOHXUANBHOY buoncuY
(12%) [77-79]. Betnoanerue nynxyuorHoi uoncuy nouxi
100 KOHIMPOAEM YAb7IPAIEYKOB020 UCCACO08ANUA ABAACHICA
CIHAHOAPIIHBIM OUAZHOCHIUECKUM MENI000M U aCcoyUuuposaro
¢ HUSKUM PUCKOM Pa3sumua 0CA0HCHeHNH, 6KA04AA KPOBo-

meerua [80].
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Mopdponveunveckuii anasus éancer He 7046K0 ¢ duazHo-
crmueckotl, Ho U ¢ npoerocmudeckod mouxu perus. Mop-
Qonoenueckan (eucnonamonozuyeckan) Kiaccupurayun
AHILA-I'H paspabomarna oaa oyenxu [81]. B ee ocrosy
10009/CeH0 COONIHOULEHUE MENCO) NOMIEHYUANBHO OGDAIIUMBIMIU
ocmpuiMi (PubpUHOUOHBII HEKDO3, KACHIOUHBIE 1ONYAYHIUA)
U HeOGPaAMUMBIMU XPOHUUECKUMU (PubhosHbte NO1YAYHUA)
2QUCTION02UHECKUMU USMEHEHUAMUY 6 MOMEHNI Manugecna-
yuy bonesny (maba. 8). Aannas kaaccugpurayus noseosqem
oyenumn 6epoamnocy 1- u 5-aemiion noveunyo 6bici-
saemocms nayuernog ¢ AAB (yemarosaena ceass mencdy
pacuemnoir CK® u kaaccamu xaaccugpurayuu vepes 1 200
U 5 nem meueHuA eaomepyaonepuma) u onpedesunts uH-
mencusHocny uMmyrocynpeccustod mepanuu. B MA 16 ue-
caedosariuil ¢ yuacmem 1945 nayuenmos, komopeiil nposeat
Huang et al., 6v1.10 nodmseparcdero, umo noueunsiii npoeros
npu cxaepomuyeckom kaacce AHLLA-I'H docmoseprio xyorce,
Yem npu Poxaasrom Kaacce, Hegpume ¢ noayAYHUAMY
U CMEULANHOM KAACCe; NOYCUHAA BbINCUBALMOCING 6 PYNNAX
nayuenios ¢ HegpumoM ¢ noaYAYHUAMU 1 CMeareiM Kaac-
com bwtaa conocmasuma |74].

Cympecmsennoe sauamnue Ha noveunyr 6uiicUsaeMocny
0Ka3wvl16aron? napamenipul, Konopwie ve yuuins16aronica 6 Kiaac-
cugpurayuu Berden et al.: dons neusmenennvrx xaybouxos
6 Guonmanie, a marice 6b1pacKceroc b 11)6)A0UHIMEPCHIUY -
anvioeo pubposa. B 2018 e. Brix: et al. npedsoscusy Hoesiii
UHOEKE UHINEDANLHOL OYEHKU NPOZHO3A, 6 KOMIOPOM. Y HUIIbl6a-
enIea 0044 COXPAHHBIX KAYOOUKOB, BbIPANCHHOIIL anmpoduu
xanasvyes u CKO na momenm obeaedosanus — ANCA
renal risk score (mabn. 9) |82]. Cymma basnos, pastas 0,
coomeemcmeyen HuskoMmy pucky, 2-7 6an.106 — cpedrnemy,

Ta6nuua 8 | lmctonatonornyeckas knaccudpukauymsa AHLA-TH
(Berden et al.) [81]

Knacc OCHOBHbIe KpuTepun

DoKanbHbIi >50% HopMasbHbIX Kiy6ouKkoB

C nonynyHuammn 250% Kny6OUKOB C KJIETOUHbIMY

nonynyHNAMM
CmeLaHHbIN <50% HopMasnbHbIX KNy6oUKOB,

<50% c nonynyHuamu, <50%

C rno6anbHbIM CKIEPO30M
CknepoTuyeckumn >50% rno6anbHO CKNepo3nMpoBaHHbIX

Kny6oukos

Ta6nuua 9 | ANCA renal risk score [82]

[lona HemsMeHEeHHbIX KNy6oUKoB Bannbi
NO (>25%) 0
N1 (10%-25%) 4
N2 (<10%) 6

Atpodusa KaHanbues n GnbPoO3 HTEpPCTULMA
T0 (£25%)

T1 (>25%)

CK® Ha MOMEHT yCcTaHOBNEHNA ANarHo3a
GO (>15 mn/MuH/1,73 m2)
G1 (<15 mn/MuH/1,73 m2)
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6bnuua 10 | ANCA Kidney Risk Score

[lona Hen3MeHeHHbIX Ky6oUKOB Bannbi
NO (>25%) 0
N1 (10%-25%) 4
N2 (<10%) 7

Atpodusa KaHanbLeB 1 GubpPo3 MHTepCTULMA
TO (<25%)

T1 (=25%)

KoHLUeHTpauma KpeaTHVHa B CbIBOPOTKE

Ha MOMEHT YCTaHOBJIEHUA AMarHosa
KO <250 mkmonb/n 0
K1 250-450 mKkmonb/n
K2 >450 mkmonb/n 1

Mpumeyarus: cymma 6annos, pasHasa 0-4 6annam, COOTBETCTBYET HU3KOMY
pucky, 5-11 6annam - cpeaHemy, 12-18 6annos — Bbicokomy, 21 6ann —
OYeHb BbICOKOMY.

8-11 — sorcoxomy. I loxasamenn noveuron 6vcusaeMocni
uepes 36 mec. Habarwdenua ovian pasner 100% 6 epynne
Huskozo pucka, 83-84% 6 pynne cpedreco pucka u 22-32%
6 epynne svicoxozo pucka. Aocimosepruie pasauua noxasame-
J1etl NOUeUHOIU 8bIANCUBACMOCHIU MENCOY ZPYRNaMIL PUCKa Obl 1l
noomeepacoenst u 6 nocaedyionux pabomax;, 6 m.u. 6 MA
[75, 76, 83].

B 2024 2. 611 onybauxosan nepecmomp ANCA renal
risk score: CKD Gvrna samenena na xonyenmpayirn Kpea-
munura 8 cv180poniKe Kposi, Mo&ugﬁmwpomﬂo nopozosoe
sHaverue Quiposa unmepcmuyus u ampopuu Kanaasyes,
usMenensl 6anvl, HavUcAfeMble 3 PasaudNble Kamezopi,
a marawe 0obas.aera wemeepmas ePynna — 04ens 65100K020
pucka (maba. 10) [84]. B opueunansroii pabome obroéserHasn
wkana oyerku, noayuusuias assanue ANCA Kidney Risk
Score (AKRGS), npodemoncmpuposana nyumyro cnocobrocims
K QuckpuMurayuu uexodos no cpaswenuro ¢ ARRS. B om-
euecnmeennvix pempocnexmusnuix uccaedosarnuax AKR:S
ovtna conocmasuma ¢ ARRS u npesocxoduna eucmonanmo-
soeueckyro xkaaccugurayuro AHILLA-IH 6 oyenre uexodos
nopaowerus novex [85, 6.

e Ilpu oTCyTcTBHH AOCTATOYHBIX PECYPCOB
U OIIBITA BEACHHSA IAIMEHTOB C IIOAO3PEHHEM
ma AAB/AHITA-TH mAn ¢ H3BECTHBIM AHATHO30M
AAB/AHIIA-TH Mbl peKOMEHAYEM HALIPABASTS UX
B IIPODUABHBIC IICHTPBL, IMEIOIIIE OIBIT BEACHIS
nanueHToB ¢ AAB AAf CBOEBpEMEHHOI AHATHO-
CTHKH U ACYCHUSA 3200ACBAHUSA, YAVUIICHUS HCXO-
AoB [87, 88].

Yposeus ybeanrespHOCTH pexomeHAaruii C

(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)

KommenTapum: AAB — pedioe sabosesariue, komopoe
Xapaxmepuzyenca noAUMOpGHol KAUHUYECKOL Kapmiunoi.
ITpu smom masecns cocmoanus nayuerma u npoeros o
HCUSHU U 300P06LA, d, KaK CAOCIIBUe, U 1MaKmuKa 6e0erus,
MO2Y172 ONpPe0ensimibcs He 110.16K0 606.1e4EHUEM NOUEK, HO U Op)-
2UX Op2ar08: Je2KUX, 7Ipaxetl, 0pearios 3peHusa u cryxad, 1eps-
HOU CUCIIEMBI, HCCAYOOUHO-KUtedH020 1mpakma i dp. B ceasu
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¢ UM 0c060e 3Haderue npuobpemaent MyAsmUOUCYUNAU-
Hapwttl 100X00, NPU KOOPOM /MAKINUKA 6€0eHs Nayuerna
ONpeOeNSenICa COBMECIINO PAUaMU PasAUUHBIX KAUHUMECKUX
cneyuanvrocmen. I Ipunumas 60 rumarie xponuueckudl xa-
parmep 3ab0.1e6aHNA, 803MONHOHIL pa3sumiua 000crperuil
U HeNCeNaMENBIHBIX ACACHUN UMMYHOCYIPECCUEHOU 1m1epantil,
CRYCIIA MHO20 €11 N0CAE D0CIIUNCEHUA PeMUCCUM, a TIaKHce
ozparuuerinslil Onvim ONBUMUHCINEA EPAYEI 6 OMHOULCHNH
ol epynner 3abo.aesanutl, npedcnasagenca onpasianibim
sederue nayuernos 6 cneyuasusuposanmsix yenmpax [87].

o V Bcex marmmentos ¢ AHIIA-I'H mbr pekomenayem
npumenaTs mkaay BUVAS u umraexc BVAS aas
OLICHKU TSKECTH CHCTEMHOIO BackyauTa [43, 89].
Yposens y6eauresapHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTU AOKA3aTEABCTB — 4)
Kommewnrapum: nposederie ummyrocynpeccusion e-

panuu 10360121 COXDanumIL HU3HL nayuerna u npedon-
6pamumy HeobpanuMoe nospescoeriue opeanos-muueriet npu
AAB, odnaxo conpancero ¢ svrcoxum puckom passumiua ce-
presuvix rencenamenviivex asaenutl. C yeasro peaausayun
NEPCOHANUIUPOBaH020 N00X00a K 65160DY CXeMbI ACHEHUA
nayuermos ¢ AHILLA-I'H u docnmuncenus onmumansiiozo
COOMIHOMEHUA PUCKA U 11016361 01 POBOOUMOLL 171€paniii 1npeo-
CIIABAACHICA Yenec000pasHbIM Onpedenette MANcecIt meve-
nua AAB ¢ ucnonssosaruem cyuecmsyomux uHpymen-
m06 u onpedenerudl. C smoil yeavro EUVAS 6 2009 6w11a
npedaosera xamezopusayus AAB no cmenenu mancecny

(maba. 11) [43].

B unoexce BUAS' « npusnaxam, céudemenvcmeyonyum

0 7ANCAOM (Opeato- uau swusHeyzposcaromem) meverun AAB
6 Debrome uau npu 06ociperu 3a6o.1e6arus, nOMUMO YPosHs
kpeanunura =500 MxM0.6[ 41, oniHocan Hapacmarie yposra
Kpeamununa ta >30% om uexodrnozo unu cruserne CKO
ta >25% om uexodrozo, carcpery, nopaoiere cenyani (6a-
CRYAUN, 1TPOMEO3, IKCCYOant, KDOBOUINUANIURA), HEUPOCCHEOPHY 0
MYy20yxX0cIb, KposOXAPKarve (a1b6e01qpHoe Kposomeuerie),
061X aAMIEALHYI0 HEOOCIIAMOUHOI (MpebYIomyyr nposeoeHns
UCKYCCINBeHHOT BeHMUNAYUIU N€2KUX), ab00OMUHANbHBIE 6011
UHLEMUYECKO20 XapaK/nepa, CIneHoKapou10, KapouoMuonaniium,
ocnIpoe Hapyuierue Mo3208020 Kpo80oGpamer s, nopaserie
CHUNNO20 MO32d, NAPaAAUY YEPENHO-MO3206LX HEPBOS U MHO-
scecrmentivrii Moronespunt. Kpone mozo, svrcoxoe cyrmaprioe
suavenne BUVAS accoyuuposaro ¢ nebarazonpusmmviyu ue-
xo00amu 3aboneéarus [89).

Cymecmeennvim daa 6vibopa mepanuu (cm. «Pas-
oen 3» u «l Ipunoncerue by) asanemea vrdenenue mance-
w020 AHIIA-I'H, xomoperii npomexaem ¢ passunmem
BITHC, noseimenuem yposia cpeamunuiia 6 co160ponixe
>354 mrmons/a uf uau nompebiocmeio 8 amecmumens-
ot noyeyrod mepanus. Ocmanvuvte cayvay AHILLA-T'H,
XaAPaKmepuy0uuecs Metee 6b1pasceHvIMU npoa6AeHUAMY
QUCPHYHIY U 1OHEK, 2eEPOLEHHBL 10 CB0UM KAUHUKO-MOPPO-
SI0UYECKUM NPOAEACHUAM U 1HEMNAM NPOZPECCUPOBAA, U110
maraice cae0yens yuumviéans npu 6v1bope 100x00a K AeueHuro
(ecm. «Pasden 3» u «l Ipunoncernue by). I 1pu oyerxe oucgynx-
yuy noyex 1eobx00UMO yoeounbes, 4mo ona accoyuuposaria
¢ aKIMUBHOCHIBIO B0CHAJIENNUS, A He ¢ ee 1eofparmuMbtMu -
Gponaacniudeckur nocae0cIeuAMIL.

e MBI pEeKOMEHAYEM HPOBOAUTH IAIHEHTAM
¢ AHIIA-T'H peryAsipHyIO AMATHOCTHKY, HAIIPaB-
ACHHYIO Ha PAHHEE BBIABACHHE MH(EKIIMOHHBIX
OCAOKHEHHI AAfl UX CBOCBPEMECHHOIO ACYCHUA
u yAyaienus mporaosa [90-97).

YpoBeHb YyOEAHUTEABHOCTH pPEeKOMEHAAIHI A

(YPOBEHb AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)

Kommewnrapun: mesuc, crasiviym o6pasom, Kacaena
cayuaes ta uMmyrocynpeccustio mepanuu. Mnguyuposar-

Hwte nayuenmel 004%cHb bbb 6 CPOUHOM NIPAOKe nodsep-

CHYIIBL HEOOXO00UMOMY AEUEHIUI0, NOCKOABKY Hpedynpescoeriute,

Kynuposanue u 004xcHs1ll KOHMPON UHPEKYUll 26.47€1CA

Heo0X00UMBIM YeA06UEM NPOBEOCHUA UMMYHOCYIPECCUEHOM

mepanuu. Ocoboe snumarue caedyen yoeasms céoespemen-

HOM) BBLABNEHUIO U JICHEHUIO UHGPEKYULL BEPXHUX Uy 0C06EHH0,

HUNCHUX 017106108 DeCcnupanioprozo mparsma, Komopeie 3a-

HUMarm 6edyuyue NOUYUL 6 CPYKIype cmepmnocnit, 0o-

MUHUPYA Chedu UNPEKYUOHHBIX OCAONCHEHUI ) NAYUeI06
¢ AAB 6 omevecmeennoii nonyaayuu [92, 93]. Kpunuue-
cKoe 3Haverue 047 6bIANCHUA UHPEKYUL NEKUX UMEION
ceoespemerro suinoanennsie K1 u Gpornxocxonus ¢ bax-
PIEPUONOLUUCCKUMIU] BUDPYCONOTUHECK UMY UCCACO0BAHUAMU
J1asasca.

o [lpu HAAMYMH CHMITOMOB IOPAKEHHA MOYEBBIX
myTelt MeI pekomenAyem marmenTaM ¢ AHITA-T'H,
paHee IoAy4IaBIIIM ITHKAOGocaMuA™, IIPOBOAUTH
00CAEAOBAHIE AASl BBIABACHHA aCCOIMHPOBAHHOIO
ITOPAKEHNA CAU3UCTOM MOYEBBIX IIyTEH (B T.4. IIH-
CTHTA U paka ModeBoro mmyseips) [60, 61, 98, 99].

Ta6bnuua 11 | Xapaktepuctuka AAB B 3aBUCMMOCTM OT TsKecTn GonesHun (EUVAS, 2009) [43]

KaTeropvm BacKynuTta OnpeneneHme

eraTI/IHI/IH CbIBOPOTKMN

Jlokann3oBaHHbIN

PaHHWIA cncTeMHbIN
[eHepany30BaHHbIN

Taxenoin

PedpakTepHbi

MopaxeHune BAM nan HUXKHUX OTAENOB PECNPATOPHOro TpakTa 6e3
CUCTEMHbIX MPOABNEHWI UV OBLLKX CUMITOMOB

Jliobble NposBneHNsa 6e3 yrpoXatoLLero »K13H1 NopaxxeHns opraHoB
Taxkenoe nopaxeHvie NOYeK UKW APYrYX *KN3HEHHO BaXKHbIX OPraHoB
«MoYyeuHan HEAOCTAaTOUYHOCTb» UMK TAXKENOE NopPaXKeHUe APYriX OpraHoB

Mporpeccupyiowas 6onesHb, He OTBeYaloLLAA HAa CTaHAAPTHYIO Tepanuio
rNOKOKOPTUKOUZaMM 1 LKnodpochammgom**

<120 MKmonb/n

<120 mkmonb/n
120-500 mkmonb/n

>500 mkmonb/n

Jlio6oe 3HaueHne
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YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIHI A

(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 2)

KommenTapuu: npumenere yuxiopocgpariuda** ac-
COYUUPOBAND ¢ NOBBIUUEHNBIM DUCKOM Pa3sumus eemMoppazii-
ueckozo yucmuma u paka moyegoeo nyseipa [60, 61, 98, 99].
Hpu I710M nepexoéﬂomemoqﬂbzﬂ pax moscem passunisea,
CHYCHIA KaK Mecaysl, maK i 2006l N0cAe NPUMEHEHUA YUKA0-
docpamuda**. Puck y xypamux nayuennos cymyecmeserto
BbLLe, UeM ) HEKYDAMUX, 6 1MOM YUCAE U NPU BPUMEHEHIUN
ChasHumenHo HUSKUX 003 yurkaogpocpamuda™*. B ceasu
C UM BBIABACHUE HENOUCUHOU 2eMarnypiitl, 100116€pIHc0eH 0T
npU MUKPOCKONUYECKOM UCCAI08aMUML, NPULUIHLL KOMOPOU
HesACHbL, ABNAENICA OCHOBANUEM 018 KOHCYAbIIaY Ul 6Paya-ypo-
/1024 ¢ Yeab10 peeris 60npoca 0 0000¢1e006ariit, 6 /12.4. 6bi-
NOSIHEHUU YUCIIOCKONUH.

e Mmr pexomenayem y Beex marertos ¢ AHIIA-I'H
IIPOBOAUTD AHATHOCTHKY CEPACYHO-COCYAUCTHIX
1 BEHO3HBIX TPOMOOIMOOANYIECKAX OCAOKHCHUN
(BTOO) u orenky ux hakropoB pucka AAA CBOEB-
PEMEHHOTO X ACYEHHA U YAVUIIIEHUA IIPOrHO3a [27,
100-102].
YpoBeHb yOEAUTEABHOCTH pPEeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KommenTapum: AAB, xax u opyeue xpornuueckue soc-
naaumenviivLe 3a00.1€6aHUA, ACCOYUUPOBALLLL ¢ NOBLLUEHIBIM
puckom cepoeurio-cocyducmeix u BIDO, vacmoma komopeix
npu daumensrom Habardenuy momxen docmuzans 14%
u 8%, coomsenemeenno [101, 103-105].
B MA, sxawuasmem dannwie 6oaee vem 14 000 nayu-
€108, 06110 Yeranos.aeHo, umo chedu nayuennos ¢ AAB
uck passumua 6cex: cepoeUo-cocyOUcIIbLX covbimuil 6biie

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ha 65%, wmemuueckoi bonesnu cepoya — na 60%, a ye-
pebposackyaaprvix cobwimuii — 1a 20% [100]. B dpyzom
MA, obobuasuem darrnsre 45024 nayuenmos, puck OHMK
y nayuernmos ¢ AAB Gein sviute na 43%, ungapxma muo-
Kapda — ra 49%, uutesmuecxodl boaesmu cepoya — ra 40%,
a emepmi om cepoedHo-cocyducnvix saboaesarutl — Ha 79%
[102]. Cymyecmsenviii 6x1a0 6 passumue cepoeuro-cocyou-
CIIBLX 1HPOMOOIMOONUUECKUX 0CAONCHEHUT 6110cq71 ObicIpoe
npozpeccuposariite anepocKieposa v 6v1c0Kaa pacnpocimparier-
Hocmy Qucaunudemun y nayuernos ¢ AAB. Kpome mozo,
Q0NOAHUMCABIHBIMU gﬁakmopaﬂ/m pucka asaaronica Kyperue,
crmapuntl 603pacn, OUACIIONUYECKAR apmepuavias eunep-
mensus, Hocumenvemeo Ip3-AHILIA, nopasenue nouex
U Ae2KUX 8 pamKax ocHosHozo 3abonesanus [103, 106-109).
TIpedcimasanemen onpasdannoi Komniaexcran oyenka 6cex
MPadUIUOHHBIX PaKINOPOB CePOCUHO-COCYDUCIIBIX OCAONCHEHIL
y nayuenmos ¢ XbI 1, sxarouan kypenue, caxapmril duabem
(pacnpocmparenrocns npy AAB do 10%) u op., ¢ nocae-
yromess ux Koppexyueti 6 coomeencmeun ¢ 0etcisy UM
pexomerdayuamu no XBI1 [27].

Passumue BITDO accoyuuposaro ¢ svicoxoti axmusio-
cmvto AAB u wane 6ceeo npoucxodum 6 meuenue nepssix
6 wmec. boaesru. Tpaduyuonnsie garxmoper pucka BTIO,
3a UCKAIOYeHUEM UMMOOUAUSAYUY, 110 6celi BUOUMOCII,
uzparm MensuLyo poas, wem 6 obuged nonyaayuu. Caedyem
OIMEnIUNIL, U0 1O OaHBIM KDPYNIHO020 KO2OPIIHO20 UCC1e00-
sarug cruscerie CKO <15 ma/murn) 1,73 M2 6w1.410 0drum
U3 HAUGOee SHAUUMBLX PAKIIOPOB, ACCOYUUPOBAHHBIX ¢ Pa3-
sumuem BTIO y nayuernmos ¢ AAB [105]. I1odxode:
K ckpunurey u npoguaaxmuxe BIDO npu AAB do nacmo-
Aueco 8pemMent He paspabomarvt u 004x#Hs1 Obinb 1EPCOHI-
Duyuposarier.

3. JleueHue, BKIOUAS MEOUKAMEHTO3HYIO M HEMEAMKAMEHTO3HYIO
Tepanuum, aMetotepanuio, obes3bonmeaHme, MEAMULMHCKME MOKA3AHMUS
M NPOTUBOMOKA3AHMS K MPUMEHEHMIO METOAOB fIeYeHMs

[Ipornos renepasusosanusix gopm AAB B orcyr-
CTBHC ACYCHHS HEOAATOIIPUATCH — MCAHAHA IIPOAOAIKI-
TEABHOCTH KU3HU 0€3 ACUEHUA COCTABASET MeHee O Mec.
[110]. ImmyHOCyTIpeccuBHasA Tepamms B IIOAHOM OObeMe
nokazaaa scem narmentam ¢ AHITA-T'H.

B ocHOBe 2THOIATOTEHETUIECKON TEPAIIIN ACKHT
HCIIOAB30BAHUC PASAHYHBIX KOMOMHAIINN HMMYyHO-
CYIIPECCHBHBIX IIPEIAPATOB AASl IIOAABACHUSA ITATOAO-
I'HYECKOTO HMMYHHOTO OTBeTa. Briaeasror ABe ¢aser
AcaeHnst AAB: HHAYKIIHIO PEMECCHE U ITOAACP/KAHIIE
pevuccun. LleApro HHAYKIIMOHHOI Teparmu ABASETCA
OBICTPOE IOAABACHUE AKTHBHOCTH HMMMYHHOIO BOC-
[IAACHUA U KAUHHYCCKUX IIPOSABACHHI 3a00ACBAHNA,
T.€. AocTIKeHue pemuccun. [ToaaepixuBaroriee Ae-
YeHHE HAIIPABACHO HA IIPEAOTBPAILCHHE ODOCTPEHIH
y HAI[HEHTOB, AOCTHIIINX pemuccun. Ee oObrano mpo-
BOAAT B TEYEHHE AAUTEABHOTO BPEMEHH, CTAPAACH TaM,
TA€ 9TO BO3MOKHO, OTAABATH IIPEAIIOYTCHUE MEHEE
arpecCHBHBIM CXEMaM ACUECHUA C IIPUMEHEHNEM MEHEE
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TOKCHYHBIX IIPEIIapaToB B DoAee HU3KHX Ao3ax. [lpn
pasBuTHH peruAnBa (00OCTpeHN) 300 AEBAHIA BHOBD
IPOBOAAT KYPC HHAYKIIHOHHOM TEPAITHH.

Anropurmer Aeuenus marenTos ¢ AAB B 3aBucn-
MOCTH OT TAKECTH TCYCHHA IIPEACTABACHBI B Pa3ACAC
«[Ipunromxenne by, m.1.

3.1 NHpyKumoHHasa Tepanus

e Mmr pexomenayem Bcem marmentam ¢ AHIIA-I'H
IIPOBEACHHE Teparuu IHKAodocdamuaom™™ B BuAe
BHYTPUBEHHBIX NH(MY3HUIT B COUETAHIN C TAFOKOKOP-
TUKOMAAMH B TedeHne 3-0 MECALEB AAA MHAYKITHH
pemuccun [111].
YpoBeHb yOEAHUTEABHOCTH peKOMEHAAIMI A
(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

e Mmnr pexomenayem Bcem marmentam ¢ AHIIA-I'H
IIPU HEBO3MOKHOCTH MAH IIPH HEIIEPEHOCHMOCTH
BHYTPHUBEHHOIO BBeACHHA nHUKAODochammaa**



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

IIPOBEACHHUE TEPAITMH ITEPOPAABHBIM ITHKAOGOC-

pammaomM** B coueTaHnu ¢ TAIOKOKOPTHKOUAAME

B Teuenue 3-6 Mec. AAf HHAYKIMK pemuccun [111].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

KommenTapum: Arumenviiocms undyxyuornod mepa-
ni YurA0Ppochamudom™* 6 couemaru ¢ eA10KOKOPIMUKOU-
0am OnpeoessenIca ParHuM 08enI0M Ha Jederie (1pu Xopo-
wem omeenie npexpanyena ¢ nepexodoM Ha noddepacusaronyyo,
npu Hedocmamourom — npodosera). 1 Lpednoumumensrivim
npedcmas.ifenca nposederiue nY.bec-1mepaniil YuKaA0pocgharu-
do** 6 dose 15 we/ ke 6rympusenno (8/8) xan. ¢ unmepéa-
A0M 2 HEO. MeHOY NEPEbIMY 1PEMA UHDYSUAMU, 3ar1eM —
¢ unmepéanom 3 neo. Obuas npodosscumensrocnv Jederis
yuraogocamudom™* mooen cocmasanms om 3 00 6 mec.
U ONPEOCARENICA PAHHUM O118110M Ha 1IEpanro. Y menvuierue
IKeKpeyuu yuraogochamuda** y nayuennios co crudnceriod
PynKyuel nouex, a marince nosslueH LI PUCK Passuniis re-
HCCAAMENBHBIX ABAEHUI, 6 NEPEYID 0UePeOb, UHPEKYUOHIHBLX
0CA00MCHENUIL ) NAyuennos crmapuezo 603pacimia, mpedyemn
Koppexyuu 003v1 npenapama 041 3mUX pynn nayuennos
(matbn. 12) [112]. Iepsyro ungysurn yuxaopocpamuda™*
yen1eco06pasio nposodums ¢ 66edenueM YMervuerotl 003sl
(11a 30-50% tuce pacuemnoi) 043 oyerKu nepeHocuMocini.
Iepopanvnsiii yuraogpocpariud™** menee npednoumumenen
U3-30 KYMYAAIIUBHOI 1OKCUMHOCHIM, d €20 CAe0Yen NPUMEHNIY
P HEE0IMONCHOCIII 61YIIPUBCHI020 66€0eHUA UAU (001100¢-
HUA YKA3AHHBIX UHINEPEAN0E MeNCO) UHPDYIUAMMU, a 1aKIce
npiL 11600XX00UMOCIIU YCUAEHUA 116Pantl NPU pegdppaKineprom
mevenuu AAB.

Onwim npumenernus yuxao@ocpamuda™* y nayuernos
¢ AHILLA-I'H, noayuanmux sevenne duairusom, ocpa-
wuen. IIpedcmasanemen onpasdanmsim ymervuitere 00361
npenapama 00 7,5 me/ ke na unghysuro, xomoputii caedyem
6600um 6 Mencouasusivie Oiu. Y nayuennos ¢ coxpario
Pynryued novex cymouras 003a per os e 0044cHa npesel-
wams 200 we.

Ao 1990-x ez. nayuennrvr noayuasy 6vicokue Kymy -
musire 00361 YuKA0Pochamuda™ , umo cymecmeero no-
BLILAN0 PUCK PAISUIIUA 2CMOPPALUECKO0 YUCTIUIIG, OHKO-
JA02UYecKUX 3a000e8anull (8 nepsyI0 04eheds, paKa Moues0z0
NY361pA) 1 MUCAOOUCHAAIUH, a 17aAKICe Hap)ulent] penpodyK-
musroti yrryuu [99, 113, 114 ]. MA mpex: parndomusupo-
6annvix uceaedosarli ¢ yuacmem 143 nayuenmos noxasan,
umo npumerenue yuxaogpocamuda** emympuseno 6 pe-
HCUME MYABC-IIEPANUU. CONPANCEHO ¢ OONBULEL BEPOANIHOCIIBIO
Q0CHIUNCEHUA PEMUCCU U DOCII0BEPHD MEHBUUUM UUCSOM Tiedice-
AQIMeNBIHBIX AEAEHUIN, YeM Nepopabiielil npueM npenapania
[111]. Cxoorwre pesyavmanier Gvrau nosyuerit 6 pardoymusi-

posanrom ucenedosanun CYCLOPS, 6 womopom npuse-
Herue yuraopocpamuda** 6 pexcuse nysve-mepanit, te-
CMOMIPA Ha Gos1ee HU3KYH KYMYAAMUSHYI 003) npenapamia
(8,2 ¢ mpomus 15,9 2), ne yemynano npodosscumensomy
nepopansHoMy npuemy yuraogpochamuda™* no spemeri o-
CIMUNCEHIUA PeMUCCUL, NOKA3AMENAM 00uell U noUeHoll 6bl-
HCUBACMOCIIU (HECMOMIPA Ha HECKOABKO 60162LY10 00170 elyi-
QU608 3a60.168amuA 6 cpynne, NOAYUaBULel 1)Abe-/EPanti)
Uy 6 720 JHe BDeMA, CONPOBONCOANOC CYUJECTIBENHO MEHBULUM
pucKkoM passumus Hecesanenviivx A6aerudl mepanuu [112].
He credyem npesvinams marcumanviyro kymyasgmusiyro 003y
yuraogocamuda** (3a scro mcusie nayuenma) 25 ¢ [115].

o V marmenros ¢ AHLIA-TH, ypoBraem kpeartummna
CBIBOPOTKU <354 MKMOAB/A M HE HYKAAFOILUXCS
B 3AMECTUTEABHOM ITOYEIHON TEPAIINH, 4 TAK/KE IIPH
HEIIEPEHOCHUMOCTH ITHKAODOChaMIAa*™* MBI peKO-
MCHAYEM B KA9€CTBE aABTEPHATHBHI IIHKAO(OCcha-
MUAY** HCIIOAB30BATH PUTYKCHMAO** B codeTaHmH
C TAIOKOKOPTHKOUAAMH AASl HHAYKIIAH PEMUCCHI
(116, 117].
YpoBeHb yOEAHUTEABHOCTH pEeKOMEHAAIMI A
(YpOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 1)
KommewnTapuu: conocmasumasn spgpexmusrocms pu-
myKeumaba™* u yuxaogocamuda™* oaa undyKyuu pemuccuu
AAB 6v2.1a nodmeepocena 6 dsyx N.A PKIU [116,117].
Ipumenenue pumyxcumaba™* npu AAB snepseie w110
U3YUEHo 6 06X PardOMUUPOBaeLX KAUHUYECKUX UCC/e-
oosanusx (PKU1) — RAVE u RITUXTVAS [118, 119].
B oboux ucenedosarunx sce nayuernmer nosyuanu pumyrcu-
Mab™* 6 couenmantii ¢ 2AOKOKOPIIUKOUOAMY 6 BbICOKUX 003aX.
Pesyavmaner pabom npodemorncmpuposanu conocrmasumyrn
apgpexmusrocne U be3onacHocms pumyrcumMaba™* 6 dose
375 me/m? Ned ¢ unmepsanom 7 oneir u yuxiogocda-
Muda** 6 cmandapmoli dose (6 pescume nyavc-mepaniin
6 RITUXVAS, npu nepopansrom npueme 6 RAV'E) oz
undyxyuu pemuccyu AAB. Caedyens ommenmurns, unmo 6 npo-
moxone RAV'E dossa nayuennos ¢ mancesviym nopascerem
nouex buraa esnauumensviod. B npomoxose RITUXTAS
yuacmeosanu nayuermor ¢ mancesvim AHLLA-I'H, npu
I0M PUMYKCUMAat™ ™ He yemynan yuxaogochamudy™* 6 om-
Houteruy soccmarosaerus noxasameneti CKO. Conocmasuy-
Mas ¢ npuMeHeruem yuraogpocamuda™* sggexmusrocms
pumykcumaba™* y nayuenmos ¢ mancesvivm AHILLA-I'H
(CKD <20 s/ mun/ 173 a2, 6 m.u. noayuanmux 311T)
Ovt.11a 1maKswe NPOOCMOHEHIPUPOBAHA 8 O1I0CAbHBIX CPUAX Hal-
baroderutl u pempocnexmusrsrx uccaedosarugx [120).
Taxum obpasom, pumyxcumad™* npedcmasanenca 3g-
exmusrot arvmepranusot yuraopocgamudy’**, odnaro

Ta6bnuua 12 | Koppekuus aosbl uuknodochammupa** ana BHyTpUBEHHOTo BBEAEHNA 1 NepopasibHoro nprema [112]

BHyTpuBeHHOe BBepeHue

MepopanbHbIi nprem

Bospacrt, ner
pCK® >30 mn/mun/1,73 m2

PCKD <30 mn/mun/1,73 m2

pCK® >30 mn/mMun/1,73 m2 pCK® <30 mn/mMunn/1,73 m2

<60 15 mr/Kr 12,5 mMr/Kkr
60-70 12,5 mr/kr 10 mr/kr
>70 10 mr/kr 7,5 mr/kr

2,0 mr/Kkr/cyT 1,5 mr/kr/cyT

1,5 mr/kr/cyT 1,0 mr/kr/cyT

1,0 mr/kr/cyT 0,5 mr/kr/cyT
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OnvIMm €20 HPUMEHEHUS ) NAYUEHNO0E ¢ ANCCABIM NOPace-
HiteM 1oeK 6 Hacmoauee spemsa ozpanuer. B ceasu ¢ smum
) nayuern06 ¢ Haubosee mancessimy gopmamu AHIL LA-I'H
Go.1e€ PEONOUMIUINENBIHBIM CACOYENI CHUINAIND HASHAYEHIUE Yl
Kaogocamuda™*. Pumrycumat™* caedyem pacemanpusanss
8 Kauecimee npenapania nepeozo pﬂ&a ) nayuenoe M04100020
603pacma ¢ yeavto coxparenusn penpooyKmusHot PyHKyu,
a marnce y nayuenmos ¢ HenepenocuMocrIvio Ul 1mAmNce-
LMY HEHCCAAIMENBHBIMIU ABACHUAMU 7EPANUU YUKAOPDOC-
damuda™,

Caredyem ommenumv, 4mo uacmona passumus ungpex-
YUOHHBIX 0CA0NCHENUT npU npuMeneuy pumykcumaba™*
u yuraogocamuda™* buraa conocmasuma 6 PKIT RAVE
(7% u 7%, coomeememseriro) u RITUXTZAS (36% u 27%,
coomeememeenro) [118, 119]. Onybaurosannerii 6 2020 e.
MA noxasan, umo 6 yeaom yacnioma HHDEKYUOHHBIX 0CA00H-
HEHUIL ) RAYUEHIN08, NOAYHABHULUX ACYEHHE PUNYKCUMAbOM ™
cocrmaganen 15,4% (6,5 cayuaes na 100 nayuennmo-nen Ha-
barodenus) [97].

Pumyxcumat™* caedyem nasnavans 6 sude sHympusen-
Herx: ungysudl 6 0ose 375 me/ m? Ned ¢ unmepsanom 7 oweii
unn 6 dose 1000 vz Ne2 ¢ unmepsanom 14 onei.

Anvmepnamuson nasnauenuro pumyxcumadba** 6 gux-
cuposarmsIx 003ax Modwcens 0v1ime UHOUEUOVANBHBLI PeNcUM
¢ konmposem wucaa CD19+ B-umgpoyumos 6 nepugpepue-
CKOUL KPO8, 01pasdarHutii npi 6b160KOM pUcke passunuA -
102aMMazN00YAUHEMUU U OPYIUX HENCeNANIENbHBIX ABACHUL
mepanuu. 1 Ipasuia npuzomoeienus, xparenus, 66edeHus pu-
MyKCUMAba™* co0meenicimney0m UHCIPYKYUI 10 HPUMEHEHIIO
sekapemesenitiozo npenapama (<l Lpunoocerue A3»).

o V Beex marmentos ¢ AHIIA-I'H Mbr pekomerayem
PACCMOTPETh CHUKEHHUE KYMYAATHBHOM HAIPY3KH
TAFOKOKOPTHKOHAAMHE B COCTAaBE KOMOMHUPOBAHHOM
HHAVKIIHOHHOM Teparmu 3a cueT 0DoAee OBICTPHIX
TEMIIOB IIEPEXOAA HA IIOAAEPKHBAFOIIHE AO3BI
(raba. 13) [121-123].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAIMI A

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrapun: s Gosvutuncmse onyoaukosanisrx
PKI 0aa seuerun AAB Gvi1 ucnosvsosar npednusonon™*
Ul €20 amnaso 8 Havaivron dose 1 mz/xe/cym, unozoa
¢ oepanuuennem maxcumansioi doser 0o 60-80 e/ cym
¢ 110C160Y HOWUM NOCIIENEHHBIM CHUMCEHUEM 00351 00 11000¢p-
scusaromeis (5-10 v/ cym) x wonyy 3-4 mec. aevenuq [112,
118,119, 124).

Iayuenumam ¢ mamesvem AHIIA-I'H wuau
AHILIA-I'H 6 couermanuu ¢ nopasieruem aeckux npu uri-
YHayUU JeHeHUA B03MONCHO NPUMENENHIUE 2/10KOKOPIIUKOU)06
6 peacune myavc-mepanuu (Memuanpeonusonon™* 0,25-1,0 ¢
6/ 6 kaneawio 1-3 ungpysuu) d1a undyxyuu pemuccuu u Goee
burcmpozo docmuowerius pemuccun [115, 119, 125] do na-
Ya1a AeUers nepopanbsIMU POPMAMU 2A10KOKOPIIUKOUIOE.
ITpu docrmusrcenun nososcumensiot durarmuxu cocnosnus
nayuenma ocHosanuil nposodUnIL NoBIIOPHsLE UHGPY3UU 2110-
KOKOPIIUKOUI08 6 x00e 0anbvieluieo AeUeHus 1Hem.

Temner cnuncertus 00361 2A10KOKOPIIUKOUIOE 0MAUYA-
AUcy 6 pasauunsix uceaedosarnusnx. Cruerine 00361 2a10-
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Ta6bnuua 13 | Temnbl CHKEHUA [03bI FIOKOKOPTUKOMAOB
(B nepecyete Ha npegHu30n0H**) B npoTokone PEXIVAS [121]

Hepens Macca Tena naumneHTa
neyeHna <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
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
21-22 5 5 5
23-52 5 5 5
552 B cooTBeTCTBUN CO CnoXmBLLENcA

NoKanbHOW NPaKTUKOM

KoKopmuxoudos auurnasu nocae 1-4 redesv aevernug [112,
118, 119, 124, 126]. Patouei epynnoir EULLAR/ERA-
EDTA no paspabomne pexomendayuii no seuenur AAB
06110 Yermaro6.aeno, 4mo crumceriue 003l 2A10KOKOPIIUKOU-
006 00 10 Jz/ cym no npednusonony** 8 cpedrem nposoduin
3a 19 ned., a do 7,5 me/ cym — 3a 21 ned. [125].

B PKU PEXIVAS conocmasaenst sgpgpexmugrocnrs
U Ge30nacocb 08YX cxeM AeHeHIUA 2A10KOKOPIIUKOUDaAMY —
MPadUIHOHHOI 1 ¢ ObICHIDBIM CHUNCEHUEM 00301, 1IPU KOWIOPOM
Havanstan dosa mpednusonona™* cocmasanna 1 me/xe/ cym
U 3amem CHUNCANACH 6060¢ CO 6710DOM HeOeaU Jederiis,
a 0osa 7,5 me/ cym Gvtaa docmueryma k 11-15 ned. aeuenuan
(maba. 13) [121]. Ipu conocmasumoi s¢pgexnusiocniu se-
YeHUA, YUCA0 HENCCAANENBIHBIX ABACHIUI, 6 NEPEYI0 0epeds Ut-
exyuonnvix oca0mcHeH U, 06110 00c11086pHO HuwHce 6 ehynne
bwtcmpoeo cruoicerns 003el earoxoxopmuxoudos. B uceredosa-
Hite 0b1210 6KAIOUEHO CYUYECIIBENI0e KONUUECHIE0 NAYUENHIN06
¢ BbIpaNceHHOll QUCHYHKYUEH NOYEK Ha MOMEHM! Hadand Je-
ueHua (Kouyenmpayua Kpeamunura é 0eorme 3abo.1e6anus
>500 mxmons/ 2y 29% nayuennos).

Y nayuermos ¢ mancenvirn AHLLA-I'H moscens bvime
onpasdaro nposederte 1-3 ungbysuti memuanpednusonona™*
6 dose 0,5-1,0 2 6/ 6 kan. o nauasa sewenus nepopansiwri
Gpopmanu earwxoxopmuxoudamu. B pempocnexmusom xo-
eopmrom ucenedosaruy 2019 e. bvrau conocmasaenst pesys-
mamet aeuerun 114 nayuernmos ¢ AAB (meduana xonyen-
mpayun Kpeamunura cv160pomi 00 Hauaia jeverus 619
(530-790) mrmons/ 1), nosyuasuinx cmandapniyno undyx-
YUOHHYI0 11€PaANUI0, ¢ BPUMEHEHUEM MEMIUANDEOHUI0A0Ha™ ™
6 peswcume nyavc-mepanuu ua oes weeo [127]. Iloxasamenu
BLIANCUBACMOCIIM, D017 NAYUCHIIOE ¢ B0CCHIAH0BACHHEM DYHK-
YU NOYEK 1 YaAcHIO0mIa PeyUuIUE08 bblau CONOCIIABUMYL 6 00eUX
epynnax. Ilyavc-mepanus bvisa accoyuuposara ¢ boavuum
DUCKOM paseumua un@eKynonnsLx 0ca0cHeNUll 3a nepsvie
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3 Mec. sredera i caxaprozo duabenia, a ee, 66posINIHO, cAeQYent
npuMenams 6 0.1ee MANCCABIX CAVUALX.

TTpunumaz 60 enumarie cympecrmeenioe wucao mancenvix
HENCCAAIICNBIBIX ABACHUT 17EPanill eA10KOKOPIIUKOUOAM!,
a maknce pesyabmiantbl 0Ny AUKOSaNbIx ucc1e006autl, npeo-
CIABAACIIA mpw&aﬂﬁoﬂ payuonassiag MunuMusayua npo-
00/1HCUIICNBHOCIIN AeHENIA 2AKOKOprIUKOudam. B yesom,
MPOOOSINCUIIENBHOCIIS JICHEHIUA U 1ML CHUNCEHUA 0031 Ce-
Qyenr onpedensme uHOUEUOVANBHO Y Kanedo2o Nayuensid, 00-
HAKO MaKcuManvias Hauaavias 003a tie 0019cHa npessiuianty
1 e/ ke cym no npednusonony** (1o ne Gosee 80 me/ cym),
HPOO0ANCUIIENBHOCIIE ACUEHUA 6 MAKCUMATBHON 003¢ 0049/CHA
Ob17116 10 603MOINCHOCIIU MUHUMUSUPOSAHA.

e V maunenros ¢ AHIA-TH, pCK® 215 ma/mun/
1,73 M2, He HYKAAFOIIUXCH B IIPOBEACHHH 3aMECTH-
TEABHOH IOYEYHON TCPAITHH 1 MHBA3HBHON BEH-
THAAIIIH AETKUX, MBI PEKOMEHAYEM HCIIOAB30BATD
aBAKOITAH B COYETAHNH C ITMKAOochaMIAOM*™* man
pPUTYKCHMAOOM™ B KadecTBE AABTEPHATHBBI HA3HA-
YEHHUIO 'AFOKOKOPTHKOHAOB B BBICOKHX AO32X AAfA
HIPEAYIIPEKACHISA ITOOOYHBIX 9D (HEKTOB ITOCACAHIX
n Aoctikenus pemuccun [128, 129].

YpoBeHBb yOEAHUTEABHOCTH pPEeKOMEHAAIHIT A

(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB 2)

KommenTapum: asaxonarn — manas mosexyaa, kono-
pas baoxupyem peyenmoper C5a Komnorensna Komnaemeria,
7eM CaMbIM N00ABAAA XeMOMAKCUC U aKIMUEAY10 Hellnpo-
Punos. Kaunuuecroe ucenedosanue 111 pases ADV OCATE
noKasazo, umo Hasnaverue asaxonara 61ymps 6 dose 30 me
2 p/cym 6 couemanuu ¢ pumykcumabom™* uau yurao-
pocharmudom™ ™ ne yemynaem no sgpgexmusrocnu cmat-
0apmHoti KOMOUHUDPOBAHHOT mepaniii ¢ UCHOAbIOBAHUCM
2A10KOKOPIIUKOUOOE 6 OMIHOMEHIN HaCHI0Nbl 00CHIUINCEH A
pemuccuy na cpoxe 26 1ed. u npesocxodum ee no vacnione
Qocrmuaweriun pemuccun Ha cpoxe 52 red [128]. B epynne se-
YeHuA asaKonanoM no CPasHennIo o cmandapmnoll mepa-
nuet makace 6s110 ommeyerio yeeaudernue pCKP no cpas-
HEHUIO ¢ UCXOOHBIM SHaUeHueM Ha poxe 52 Hed.; pasmuya
Meawcdy epynnamu cocmasuia 3,2 ma/ mui/ 1,73 m? (95%
AU, 0,3-6,1), a cpedu nayuennios ¢ ucxodHsiMm sHaueruem
PCKD <30 ma/mun/ 1,73 M2 — 5,6 ma/mun/ 1,73 m?
(95% AU, 1,7-9,5). Post hoc anaaus dannsix ucciedosa-
g ADV OCATE noxasan, umo naubosee sipasiceriiivil
sgpgpexm asaxonana 6 ommoutenun soccmarwsaeriun pCKD
Habawanry y nayuennos ¢ uexootvim suaveruem pCKD
<20 ma/ mun/ 1,73 m: & 52 ned. pCKD 6 cpednem yseau-
wunace na 16,1 ma/murn/ 1,73 M, 6 mo 8pemsa xax 6 epynne
Crmandapmnoll mepanuu ¢ UcnoNb06aAHUeM 2A10KOKOPIIUKO-
1006 7,7 ya/mui/ 1,73 s [130]. Kpome mozo, sevenue
aBaKonanom npusoduaso K Gosee GbicipoMy CHUNCEHIUIO anb-
Gymunypuy [131].

Credyem ommemums, umo 6 cpynne AeUenus agaxo-
narom 75% nayuenmos npunumanti eA10KoKopmIUKouds:
6 nepuod ckpunurea (ux 003a 0oHcHa bviaa bvime cHumNcera
00 20 mz/ cym 6 nepecueme na npednu3onon** x wavany uc-
cnedosarus u 00 noarol ommenst Kk 4 wedene). Kyvyaamusmasn
003a (per o5 u 6Hympusenio) 3a 6ce 6pemsa uceae06anUA co-

cmasuaa 6 cpednem 1349 me 6 nepecuene na npeorusonon™*
6 epynne sederus asaxonarnom u 3655 me 6 epynne sederus
npedrusonorom [128]. Hemenamenvuvre ssaenus mepanuu
2OKOKOPIIUKOUOAMI, BbIPANCEHHOCIIL KONIOPBLX OUYeHUBAN N
KOUHECHIBEIHO 110 BeUYUHE UHOEKCA 1OKCUMHOCIIN 2A10KOKOD-
muxoudos (Glucocorticoid Toxicity Index [132)), bvrau sna-
YUMO Meree BbIPANCEHHBIMU 6 SPYNNE JCUEHIUA dBAKONAHOM.
Taxum obpasom, npu nposedenuu undyxyuorrod mepanuy
Moscen? Oty npuMerena KoMOUHayus asaKonana ¢ Hu3Ko-
Q03HBIMU 2A10KOKOPIIUKOUOAMU 6 711e4ele KOPOIIKOzo 1epuoda
spemerii.

Caedyens ommentups, umo 6 uceaedosartue ADV OCATE
e exarvanu nayuennos ¢ pCKO <15 maf/mun/ 1,73 m?,
a maraice ¢ QUPPDY3HBIM aNbECONPHBIM KPOBOTIEUEHUEM, KO-
mopoe mpetosano uneasusnoll senmusayun seekux. Brecme
¢ 7116M, OarHbIe PeansHotl KAUHUMECKON NPaKmuKi YKasvi6aron
Ha IPPEKMUEHOCHIL ABaKoNara U 80IMONCHOCHIL €20 NPUMe-
HenuA y smux Kameeopud nayuerimos [133, 134].

Dpgpexmusrocnn u besonacrocms asaxonarna ta cpoxe
12 nedens aeuerun bersa usyuera 6 08yx eborsuux PKIL.
B uccnedosanuy CLASSIC ¢ yuacmuem 42 nayuernmos
Ovrny marksce ommeyenst Goee Gvicimpeie memMnst 60ccma-
Hosaenus pCKD u Gonvuan wacmoma docmuncerus novey-
Ho20 omeema 6 cpynne Aeverus asaxonanom 6 dose 30 ye
2 p/ cym (6 covemaruu co cmarndapmnoii mepanued) no ¢has-
Henuro ¢ asaxonarom 6 003 10 vz 2 p/ cym (8 conemanuu
o crmandapmnod mepanueti) u cmandapmnoi mepanuei
(es1r0K0K0pIIUKOUIBL 8 COUCImanul ¢ YuKA0PDochamudom™*
uau pumyxcumabom™*) [135]. B uecnedosanuy CLEAR
KoMbuayusn asaxonara (¢ ea10KoKOPIUKOUOAMU 6 HU3KOU
dose wau bes nux) u pumykcumabom™* uay yurxaopocdha-
MUdOM™* 1e yemynana cmandapmnoil mepanuu 1o 4acnione
docrmuncerius omeema « 12 wneo. aewernun [136). Aunamuxa
soccmarosaenus pCKD, a marmce cruncenus coommouterus
anvOYMUH:Kpeamunun 0vrau conocmasumsl 60 6cex mpex
epynnax.

Taxum obpasom, nasnauenue asaxonana naubosee npeo-
NOUPIUIIENDHO ) NAYUEHIIOE ¢ 6BICOKUMU PUCKAMU Pa36UnIuA
uf uau npozpeccuposaria mANCEAbLX HeNHCeAAINEAbIHBIX AB/IE-
HUtL 17epaniii. CucmeMnuiMy. 2A10KOKOpIUKoudamu (onnop-
Ty HUCIUMecK e UHGbeKy U, caxaprylil duabent, ocnieonopos,
Kamapaxiia, A36eHHas 00.4e31s nes)oKa u 0seHadyamuneper-
HOU KUZUK, CIIEPOUOHAT anmpodun Ko, crmepouoHan Muo-
namus, HeluponcuxuampudecKue npoaeaeHis, oxcuperite u ép )
(em. <« Lpunoocere by —anzopummer dedicmeuni 6paya).

Aaumenviocms aeverun asaxonarom (52 wedean s PKIL
ADVOCATE) mosncen Geime cokpamena, ecau pemuccis
Gore3tiut ta Gpore e2o MPUMEHEHIUA 6 COCIIABe KOMOUHUPOBaNION
mepanuu Gydem docmuzHyma parviie ¢ nepexodoM Ha noo-
depocusaromyyro mepanur. Poae npenapama 6 nodoepacariuu
pemuccu ocmaenica npeomentom 0y0yupux ueeaedosari.

oV oraeapnnx manuentos ¢ AHIIA-I'H u Bercoxmm
PHCKOM HEKCAATCABHBIX ABACHUIN TEPAIIHH TAIO-
KOKOPTUKOMAAMH B BBICOKHX HAH CPEAHHX AO32X
MBI PEKOMEHAYEM PACCMOTPETH IIPUMEHEHHE KOM-
Ounanuu purykcuMadba*™* ¢ muxaodocdammaom™*
U TAFOKOKOPTUKOHAAMH (B CHEKEHHBIX KYMYAfTHB-
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HBIX AO32X) AAfl MUHHMHU3AINN TOKCHYHOCTHU I10-

CAEAHUX H HHAYKIIHH pemuccun 0oaesuu [137, 138].

YpoBeHb yOeAHUTEABHOCTU peKOMeHAAanuii B

(YpOBEHb AOCTOBEPHOCTH AOKA3ATEABCTB 3)

Kommenrapum: spgpexmusiocms u besonaciocms
001H08peMer020 npuMerenus pumyxcumaba** u yurxao-
Gocpamuda™* oag undyxyuu pemuccuu AAB ne usyuasu
6 PKH. Ooraro 6 uccaedosanun RITUXVAS, 6 xomopom
YUACIIB08ANY NAYUEHNILI € IANCCABIM NOPANCEHUEM NOUEK,
nayuenmyl 6 ;pynne Aeuenus pumykcumMabom™* maroe no-
Ayan 08e ungpysun yuraogocpamuda* 6 dose 15 me/ xe
6 edean 0 u 2.

Kombunuposarnyro mepanurn pumyrcumaborn™*, yurio-
Pocpamudom™* u eawKoKopmuroudaMmy UsyHalU 6 HeKor-
TIPONUPYEMBIX UCCACO06ANUAX, OCHOBHOU YeNbI0 KOMOPBIX
CIMaNA OYeHKa B03MONEHO20 CIIepoUd-coepecarmyeo P pexma
KoMmbOunuposanroli mepanuu. B uccaedosanue Cortazar et al
butu exaroerst 129 nayuenmos ¢ AAB, y 58,1% w3 xonmo-
i Owt1 Quazrocnuposar Geicniponpozpeccupyronutl eaomepy-
soreppum [137]. Bee nayuermer nonyvany pumykcumad™*
8 UHOYKYHOHHOT 003¢ 2 2 ¢ 10CAEOY UM 868C0eHUEM 110006DIHCU-
saruperi doser 1,0 2 kaneowte 4 mec., yuxaogpocpamud™** per
05 6 Hauavioi doze 2,5 yz/ ke/ cym na npomanceruu 7 onei,
samem — 6 dose 1,5 e/ e/ cym 6 meuenue 7 1eo. ¢ koppex-
yueti doser no CKD, u ennwxokopmurouds: (npednusonon**
6 Havanwion 003 60 mz/ cym, ¢ nocaedywmum Guicmpsim
cruncerem 03wt 0o 15 mz/ cym k 5-ii Hedese severus, samem
003y crumcany ra 2,5 me/ 1ned do noanoi ommern). Yacme
nayuen08 marxnce noAYHald LAOKOKOPIIUKOUOsL 6 PenctMe
myasc-mepanui u naaiMoobMert. Pemuccus sabosesanus bviia
docrueryma y 84% nayuennios K 5 mec. aeuerus, a 6 mede-
Hile n0caedy10ec0 200a Peyudus 3aboae6arus Passusica Auis
) 001020 nayuenma. Dnuso0s: maNeNbIX UHPEKYUOHIBLX 0C-
JA0xcHenutl Gurau sapecucrmpuposanst y 13 nayuennos, gpeou
HUX — ) ceMU nayuennos Ha Qore Helmpone, umo cmano
HPUUHHOIU TIDEX NEMANBHBIX UEX0008.

B uceneoosanuu Pepper et al yuacmeosanu 49 nayuernnos
¢ AAB, y 48 us xomopeix berno 3apecucmpuposaro nopa-
acertue novex (v 44 noomeepawoero mopgponozuuecku) [138).
Bee nayuenme: noayvanu pumyxcumat™* ¢ cymmaprod dose
2 &, yuraogpocpamud™* ¢ sude uecnu 8/ 6 ungysui 6 dose
500-750 we, 1-2 6/ 6 88edertun memuanpednusonona™, npeo-
Hu30401** per os 6 doze 0,5 mz/ ke (ne boaee 30 mz/ cym)
6 meuenue 5 Oretl ¢ nocaedyronyeli ommertol 6 zpynne 1 u 6 dose
60 M2/ cym 6 mevenue 7 Omeii ¢ nocaedyomum cHudmceHUeM
00 45 jae/ cym 6 meuenue euge 7 Onei u nocaedyiomeil onive-
ot 6 spynne 2. Pesyvmantvr aevenus cpasnusant ¢ ucmo-
pueckuM Konmpo.aem, npeocmasaetbiM conocrmasuMsMu
chynnamu nayuenmos, Yuacme06dsuiuX 6 NPomoKoaAax
EUVAS (CYCAZAREM, CYCLOPS, MEPEX)
u RITUXVAS. Aosas nayuennios, naxodusuuxcs é cocnio-
Anun pemuccun sabonesarus uepes 12 mec. nocie nauaia je-
yerus (98%), a marace 00412 aemanviivrx uexo006 3a nepswie
12 mec. (6,1%) Gvrau conocmasumer ¢ epynnamu EULAS
u RITUXVAS. B mo awe 6pemsa, uacnoma mancesvrx usi-
Gexyuii (10,2%) bvtna conocmasuma ¢ epynnoii EULAS
u docmoseprio nuce, wem 6 epynne RITUXTVAS. Kpome
71020, CheOU nayuennos, noAYUABUUX KOMOUHUPOEat Y10
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mepanuo, He 0b110 3aPUKCUPOAHD HiL 001020 CAYYaAA (Il
poudioeo caxaprozo duabema, vacmoma passumus Komopozo
6 npedutecmsywmux uceaedosaruax docmuzaia 8,2%.

Taxum obpasom, dannsie ceputi Habawdenuti ceudenens-
CIIBYI0M 0 6bICOKOM Cepoud-chepecaromem nomenyuane
U npueMaAeMom npoguse besonaciocmu KOMOUHUPOSanHol
mepanuu pumyxcumabom™* u yuxaogpocarmudom™*, 6 nom
unene y nayuenmos ¢ AHILLA-I'H, 0dnaxo wedocmaniouro
Bb100K0€ KaAecnigo onyoauKoBamnsLx ec1e006anutl He n0360-
JIRENI paccmanpusanty npuMerere nodobsx cxem 6 Kae-
cmse pymunrozo nooxoda k seueruro AAB. Bosmoscrocnrn
HasHauenus KoOMOUHUPOBAHHOU Yumocmanuyeckol mepanuu
CAe0yenm paccManpusans y nayuennos ¢ manceabiM meye-
HieM 3a60.068ariA 1 BbICOKUM PUCKOM HENCENANIENbHbIX AB16-
HULE 1716panuty 2AHKOKOPIIUKOUOaM, 11DeGY0uHX COKDatYeHUA
UX KyMYAAIUH0U 00301.

o AAl HHAVKIINH PEMICCHH § OTACABHBIX ITAIIN-
eartoB ¢ Hermkxéanim AHIIA-TH (kpeatunnn
<354 MKMOAB/A, HE HYKAAFOILUXCA B LIPOBEAC-
mrn 3[1T) B OTCyTCTBUE TAKEABIX / KUSHEYTPOKA-
fornux npossacauil AAB u/nan nipu nporusoro-
KA32HHUAX K HA3HAYCHUIO MAH HEKEAATCABHOCTH
IpruMeHeHns DTUKAODOchaMIAA™* MBI peKOMEHAYEM
paccMoTpers npuvenerne HFyukoderoaara Mode-
Aa** B A03e 2-3 1/cyT B TedeHue 6 Mec. B coueTa-
HUH € PAFOKOKopTuKouAamu [139-141].

YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIMI A

(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

Kommewnrapun: pesyismane: mpex NMA ceudemens-
cm8yom 0 nmom, umo spgexmusrocns Hmuxogpenorama
Moemuna** u yuraogpocpamuda™* o1a urdyxyuu pesmuccu
npu AAB e scusneyeposrcaromezo mevenus conocmasums
[139-141], a wacmoma pemuccuii y auy ¢ AHLLA-I'H do-
cmuzana (92%, 76-100%) [141].

B 2008 u 2009 ec. 6wrau npedcmasaenst pesyavmarns:
08y HebobaUX UCCAC008aMUT, 6 KOMOPLIX CPABHUEANY
sgppexmusrocme Hyuxogeronama mopemuaa™* u yurao-
Gpocpamuda™* y nayuenmos ¢ AAB ¢ nopaswernuem nouex
bes acusieyepocarmux nposeaenuil sabosesarnus. B oboux
uccaedosanuax npumenerue Hmuxogpenosama mopemuna**
11036011410 Q0OUIIBEA BOCCIIANOBACHIUS PYHKIYUIU NOYEK ) Yachll
nayuen06 (3Pexns conocmasum ¢ npUMeHeHUEM Yuxrao-
docamuda™* y Kornnposviodl epynnst), a marHce CHUNCHUA
obumeti akmusrocmy saboqesanun [142, 143).

B 2019 <. Ger.1u onybauxosarnst pesyavmanrvr 08yx PKU,
6 Komopuix nposodusocs usyuerne spgexmusrocnu Hiyu-
Kogeronama mogdenmuia™* 6 cpasrerun ¢ yurxaogpocharu-
00:m™* dng undykyuu pemuccun npu AAB. B uccnedosaruu
Tuin et al. yuacmeosanu nayuenmer ¢ obocmperuamu AAB
063 HCU3HEYSPONHCAr WY UX MPOABACHUL 3a00.168arNA, CHedu Komo-
prix nopasceriue noyex ber10y 75%, a meduaria Koryernmpa-
yuy Kpeamuruna 6 cor80pome kposu cocmasuaa 1,2 (1-1,7)
zef on [144]. Qacmoma docmusncerun pemuccuu nocae 6 vec.
Jeyerus cocmasuaa 61% 6 epynne nayuennios, nosyuasuux
seuertue Hmuxogernosama mopenunom** 6 dose 1 2 2 p/ cym,
u Gvr.aa tuice, weM 6 spynne Jederius yuxaogpocgharudom**
6 duse 2 me/ xe/ cym nepopanwro (81%). I loxasamenu Gespe-



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

yuousHoi svircusaemocmy 3a 2 u 4 z00a nabarodenus bviau
conocmasumesr 6 obeux epynnax. B uccnedosanuu MYCYC
Gutna conocmasaena Ipgexmusrocms aevenus Hyuxogpe-
Honama Mmopemunom™* 6 doze 2 ¢/ cym (¢ 603moancrocnvio
yseauuensn 00362 00 3 2/ cym npu HexoHmposupyeMOoM miede-
Huu 3abonesanus) u yuxaopochamudom™* ¢ dose 15 me/ ke
8/ 6 Kan. Kamdwre 2-3 ned. y nayuennios Ges scusieyzposca-
rouux npossaeHull saboaesarus (nopascerue novex y 81%,
meduarna pCKD 47 (27-70) ma/mun/ 1,73 m?) [145].
Yepes 6 mec. sevenus 00442 nayuernios, 00cmueuiux pemuc-
cuy 3abosesarnus, 0viaa CONOCINABUMA 6 06eux pynnax;, o0-
HAKO Yacmoma passumus peyudusos saboesanus 6eria svise
6 epynne aeverus Hauuxogenosama mogpemunom**,
Taxum o6pasorm, Hyuxogperonama mogpenus** ymomncem
Obimb UCHONB306a1L 6 KAMECIIBe anbimepHamuss: yuxaogpoc-
Gamudy** u pumyrcumaty** y nayuenmos ¢ AHLLA-I'H
remancenoeo mevenun. Ilpunuman 6o énumarnue darnsre
0 bosvuuell wacmome peyuousos y nayuennos, noAYHasmux
Hmuropernonrama mopemus**, npedcmasagemea yeqe-
CO00Pa3BIM UCNONBI06AIIL NPENnapart NPeUMYmecrIeeno
y nayuenmos ¢ MITO-AHILLA, nockonrexy I1p3-AHIIA

ABAAENICA PaKIMOPOM pcKa 06ocipens 3a00.1e6aHus.

e Mur pekomenayem marpenTam ¢ Tmxeasim AHITA-I'H
nu/uau ¢ cogetaauem AHITA-TH ¢ arta-BMK 6Go-
AE3HBIO IIPOBOAUTD IIAA3MOOOMEHEL AASl IIOAABACHIS
AKTUBHOCTH 3a00AEBAHUSA M CHIUKECHHA PUCKA Pa3-
BHUTHA TEPMUHAABHOM ITOYEIHOIN HEAOCTATOYHOCTH,
TpeOyIoIell IPOBEACHH 3aMECTHTCABHOMN II0-
YEYHON TEPAITHH B KPATKOCPOYHOH IIEPCIEKTUBE
[1406, 147].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 1)

Kommewrrapum: obsem sxeghysu, menod 60cnosmenns
u yueno npoyedyp naasmoobmerta npu AAB ne cmarndapmiu-
306anvt. B sasucumocmu om mancecmu cocmognus nayuenma
obvem Ixcgysuu moscem cocmasaames 0koa0 60 maf ke
(1-1,5 pacuemrozo obvema), a occmarosaerie u 1000epsa-
Hite 0bveMa yupKyAUpY1ouyell Kposu npu 603HUKHOBEHUU €20
depuyuma 6 xode NAaIMOOOMEHA MOKHCEN! NPOUIBOOUNIBCA
aodexsanmmsiM 00beMom arvbymuna**, pacmeop oan ungy-
sud, u/ uau csexcesamoposnceron naasme (C3I1). Tlpume-
were C3L1 noxasaro y nayuermos ¢ ougd@dysneim arvéeo-
saprwim kposomeuenuem (AAK). Ienecoobpasro nposederue
6-9 cearcos ¢ unmepsanom 1 dens, a y nayuernmos ¢ AAK —
eanceresHo.

Dpgpexmusiiocms naasmoobmena npu AAB ¢ nopa-
HoEHUEM NOYEK, 6 1.4, ¢ OUANUI-3AEUCUMOL NOYeUHOll 1edo-
CIamouocmbio 6 debrome 3abosesarius, Oviaa USHAYANBHO
npodemoncmpuposara 6 reboavuux PKIL [148, 149].
B wuccaedosarnun MEPEX ¢ yuacmuem 137 nayuernmos
¢ AHIIA-I'H u noswiatenuem yposna Kpeamurinura
>500 mxmonn/ 2 mpucoedunerue niasmagepesa K mpadu-
yuoHHot mepanuy yuraoPpochamudom™* u earxoxopmiu-
Koudamu noKasao 6b1coky10 IPPeKMUeHocHL 6 0NHOUEHIN
60CCman06.aenua PYHKyuU nouex Ha cpokax 3 mec. u 1 200
[124]. Odnaxo obuas svincusaesocnv bviaa conocmasuma
¢ SpYnnoll CrRandapIInozo AeyeHuA.

B nautonee xpynnom PKH, nocsamperom usyuenurn
sgpgexmustocmu niaasmoobmerna npu AAB, yuacmeosasu
704 nayuenma ¢ mameavim AAB [121]. Kpumepusmu
sxaruerusn Gorau pCKO <50 maf/mur/ 1,73 s win AAK,
P 370M Ha MOMEII! SKANUEHUA Meduara Konyenmpayun
Kpeamuruna cer8oponiku kposu npessinitana 300 ymxmons/ 1,
a npubausumenso 20% nayuennios Hyxnoanucs 6 aeveruu
Quanusom. Bee nayuenmvr nosyvany aeverne yuraogpocga-
MUOOM™* AU PUmyKcUMado ™ u Gerau cayvainsim 06-
pasom pacnpedesensr Ha uemvipe cpynnvi 6 cOONIHOULEH N
1:1:1:1 (comn. maba. 13): neuerue niasmoobierom 6 codenma-
HUl ¢ 2A10KOKOPIIUKOUOGMU 110 1PAOULUOHHOI CXeMe, AeUerile
MAGZMOOGMEHOM U 2A1OKOKOPIIUKOUOAMI 8 YMEHbIEHHOU 003¢,
J1eHeriite 2A10KOKOPIIUKOUOAMU 6 7Paduyuoroll dose bes n.as-
MoobMera, aedere 2A10KOKOPIUKOUOGMHU 6 YMeHbULeHHOl
dose be3 naasmoobmena. Qacmoma paseumus Komnosunioi
koreunot mouxu (ITIH sy aemanviviii uexoo) oxasasace
Conocmasumoll y nayuernos, noayuasuiux (28,4%) u re no-
ayuasuiux aedenue niasmoobmerom (31,0%).

B MA, onybauxosarrom 6 2011 ¢., bsrau obobuyerv pe-
syasmamer 9 PKU, oyenusasmux sauanue niasmoobmera
ta uexodsr AAB. Beiao yemanosaero, wmo npumeneriue
NAGIMO0OMENA 6 COYermanuu co cmandapmmon mepanuer
cnugncaen ommocumenvisiil puck passumun TTIH na 36%
(ommocumenvisii puck (OP) 0,64 (95% dosepumenstivii ur-
mepsan (AM) 0,47-0,88), odnarxo e oxassisaen swauumozo
BAUANUA Ha PUCK Aemanviioco uexodd. B NLA, komopeiii 61
onybauxosar 6 2021 . u sxarwyan pesyavmanst 5 ucciedo-
sanutl, 6 m.u. PEXTVAS, marnce 6v1.10 nodmseparcero do-
CI1066pHOe CHuNCerte omHocUmeab020 pucka passumiua TTIH
6 Kpanikochourol nepenexmuse (nepésie 3 Mec. nocae Havasa
JCHEHUA) ) NaAYUeNI 108, NOAYHUABIULUX NAAZMOOOMEN 8 00101
Herue K comardapmnon mepanuy [146]. B MA 2022 . Ger10
1POOeMOHCIIPUPOBaHD, U0 Nposederie NAaMO00MeHa CHil-
awcaem puck passumus TTIH na gpoxe 12 mec. (ommocumens-
watti puck 0,62 (95% AU 0,39-0,98), 0draxo mosmcens beinre
ACCOYUUPOBATL ¢ NOBLIUEHHBIM PUCKOM UHGDEKYUOHHBIX 0C10MC-
Hewuti — OP 1,27 (95% AU 1,08-1,49) [147]. 1 Lpu smom
pasmep sgpgexima 3asucen o1 MANECHIN NOPANCCHUA NOYEK:
crunceriue abeonrommnozo pucka TTIH « 12 mecayam cocma-
sun0 4,6% (95% AM: 1,2%-6,8%) y nayuernmos ¢ ypos-
HeM Kpeamununa 6 cor80pomie 6 duanasone om 3,4 me/ ox
(300 mrmons/a) do 5,7 e/ on (500 mxmons/a) u 16%
) nayuenn08 ¢ yposHem Kpeamunura 6 cu160ponixe bosee
5,7 me/ on (500 mrmons/ 1).

Bo scex kpynnsrx uccaedosanuax obvem sxegysuu co-
cmasann 60 ymaf ke uaun 4 4, a osmenpenue npou3soduu
anvhymurom™*, pacmeop oaa ungysuu, 3-5% ¢ dobas.e-
nuem C3L1 no undugudyansvisiv noKasanuam, maKum xax
K0azy10nanmius, Kposomeuerie, UHeasuHoe 6Mellarnenbineo
u op. (maba. 14). Henonssyemuvre cxemer sxcnmpaxopnopans-
HOU 2eMOKOppeKy Uil 1e mzaﬁdapmmomﬂbz, a npumerierile
naasmagpepesa ¢ oGvemom Ixcgysuu meree 60 Mma/ xe uau
naasmoobmera npu AHLLA-T'H we usyyero [146).

I Trasmoobmer asasemen cmandapmom aedenus anmi-
BMK boneswu, covemarnue xomoposi ¢ AHILA-I'H npuso-
Qum K Kpailte azpeccusHomy meyeniro nouednozo npoyecca
[150]. Xomsa neuenue nayuennos ¢ nepexpecnivim cipo-

He¢ponorua n gnanus - T. 27, N2 2 2025 135



H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Ta6nuua 14 | Cxembl NpiMeHeHUsA Nna3moo6bmeHa npu AAB B KpYMHbIX MCCef0BaHUAX

WccnepoBaHne 0O61bem sKkcpysum Bo3meuieHne Yucno npouepyp
MEPEX, 2007 [124] 60 mn/Kr AnbbymnH**, pactBop Ana nHdysnn, 5% + C3M 7 3a 14 gHen
PEXIVAS, 2018 [121] 60 mn/kr AnbbymMunH**, pactBop ana nHoysuin, 3-5% unmn C3N 7 3a 14 pHen
Pusey, 1991 [149] 4n AnbbyMUH**, pacTBOp AN nHy3uin, 5% + C3M 2 fo3bl 5-93a 14 pHen
Szpirt, 2010 [148] 4n AnbbymnH**, pactsop ana uHdysni, 3% 6-12 yepes geHb

yom (AAB ¢ anmumenamu k MK u aunedinsim omaosmce-
nuem Ig G na Gasanvon membparie kay6ouxa no darnvim
Mopgpo.nvzuyeckozo uccaedosariun) He usyuero 6 PKU, parnee
HAYa10 npoyedyp nAasMooOMera Moscern YAV UuumIL uexoos:
s3abosesarus.

o [Tarmenram ¢ AHIIA-I'H M He pekomenayem Ha-
3HAYATH Ha3aTHONPUH™* AAS HHAYKIIMOHHOH Tepa-
muu 1 AocTrkenus pemuccun [151].

Yposeus yoeauresapHOCTH pexomeHpanuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommewnrapun: doxasamenvcnsa 6 no1v3y npumerse-
Hua Hazsamuonpuna™* oz undykyuu pemuccuy AHILA-I'H
omcymenmesyom. B oonom PKU 6w1.10 yemarnosaero, umo do-
bas.ertue Hasamuonpurna®* K eawkokopmuxoudam ne sausem
Hel GOOKHU HACHIYNAIEHIA PEMUCCIL, HacIonL peyuousos u e oo-
sadaem cmepoud-coepecaromum 3PGexnom y nayuennios
¢ DITIA w MILA bes swusneyzposarmux nposgaeHui
3abo.aesanus, chedy Hux nopascerue noyex 6 debrome 6u1.10

suissaerio y 15% [157].

o [Tammmenram ¢ AHIIA-T'H, ocrarommxcsa AmaAns-3a-
BHCHMBIMH, B OTCYTCTBHE BHEIIOYEUHBIX ITPOABAC-
Huil 3a00A€BAHUA, MBI PEKOMEHAYEM IIPEKPATUTH
HUHAYKIIHOHHYO TEPAIIMIO Yepe3 3 MeC. AAA IIPEAOT-
BpAICHNA Pa3sBUTHA €€ OCAOKHeHHUII [152].
YpoBeHb yOEAUTEABHOCTH peKoMeHAAnuii B
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 3)

3.2 MopaepxuBarowiee neyeHne, npodunakTnKa
peungmnsa 6onesHu
B pesyaprare BHEAPEHUS B IIPAKTUKY OIIHCAHHBIX
BBIIIIE TTOAXOAOB K MHAYKIIHOHHOI TE€pAIINN IIPOU30-
1iaa tparcdopmanii AAB 13 ocTporo KusHeyrpoxKaro-
IT[ETO COCTOAHHA B XPOHIYECKOE 3a00AEBAHIE PEITUAT-
BHPYIOIIETO TedeHus. [ 10 AAHHBIM Pa3AMYHEIX aBTOPOB
obocrpennus 3aboaesanus pazpusarorcsa y 30-50%
IIAIIEHTOB 32 5 A€T HADAFOACHHSA, HEPEAKO B TEUCHIIE
12-18 mec. mocae 3aBepIIeHAA IMMYHOCYIIPECCUBHON
teparun. PakTopamu prcka peruanBa asasrores [153]:
= Moaoaoli Bozpacr
= Hozoarorudgeckas opma BACKyAHTa — IPAHYAEMATO3
C IIOAMAHTHHTOM
= Cepoaormueckuil npoduap 3adboaesanus — [1p3-
AHIIA
= CoxpaHfroImiica mopeieHHbii yposens AHIIA
IIOCA€ HHAYKIUH KAUHUYECKON PEMUCCHIH
= Hapacranne turpa AHLIA B Anramuke
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= [TopakeHne BEpXHHUX ABIXATEABHBIX Iy TCI
= OTHOCHTEABHO COXpaHHAA (PYHKIIHA ITOYEK
= Obocrperus AAB B amamuese
= OCcOOEHHOCTH HMMYHOCYIIPECCUBHOM TEPAITHH
(PammAs OTMEHA HMMYHOCYIIPECCHBHOM TEpaIlny,
HU3KAA KYMyAATHBHAS A032 HHUKAO(Oochamuaa**,
OTMEHA 'AFOKOKOPTHKOHMAOB, ITPUMEHEHIE #MUKO-
denorara MmodeTrAa** AAT TOAACPIKHBATOIIIETO AC-
YEHHA, BOCCTAHOBACHIE ITONyAAImy B-aumdoruros
IIOCAE HHAYKIIHH PEMICCUH PHTYKCHMAOOM*¥)
= [Ipoune ¢akTophr: XPOHHIECKOE HOCUTEABCTBO
3oAoTucroro cracduaokokka B BAIT, HocuTeabcTBO
aanead HLA-DP1*04 (y manmentos ¢ [1p3-AHLIA).
Aazxe eanrcrsenHoe oboctpenne AHITA-I'H sBas-
eTcA He3aBHCUMBIM (DAKTOPOM PHCKA HEOAATOIIPHAT-
HOTrO Io4evdHoro ucxoaa [57]. Ilpoduraxruka odo-
crpernii AAB n AHIIA-I'H urpaer KAro4eByro poAb
B COXPAHECHHHI IPOAOAKHTEABHOCTI U KAYCCTBA KI3HI
IAIIIEHTOB, 2 AAUTCABHAS IIOAACPKUBAIOILIAA TEPAIINH,
HAIIPABACHHASA Ha IIPEAOTBPAITICHNE PEIIMAIBOB 3200A€-
BAHIA, HCOOXOANMA AAfl OOABIITIHCTBA ITAITHCHTA.

o [Tarmmentam ¢ AHITA-I'H mocae aocrmkenus pe-
MUCCHH MBI PEKOMEHAYEM IIPOBOAHTD TIOAAECPIHKHI-
BAIOIIYIO TEPAIIHIO C IIEABIO IIPOMHAAKTHKI 000-
crperus AAB [153].

Yposens ybeanTespHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 5)
Kommenrapuwn: Cw. ssederiue 6 pases 3.2.

o [Tammmenrtam ¢ AHIIA-T'H, rocturmmm pemnccnn
B PE3yABTATEC AFOOOH MHAYKIIMOHHOM TEPAITUHU, MBI
PEKOMEHAYEM ITOCAE €€ 3aBEPIIIECHIA IIPOBOAUTD IIOA-
ACPKHBAIOLIYIO TEPAIIIIO PHTYKCUMAOOM*™ ¢ I1eABIO
npoduaaktaka odocrpennti [126, 154-156].
YpoBeHBb yOEAUTEABHOCTH peKOMEHAAIHUN A
(YPOBEHB AOCTOBEPHOCTH AOKa3aTEABCTB — 1)
Kommenrapum: wucciedosanus noxasanu, umo pu-

MYKCUMAO™® MOKcen Yeneunino npuMenameca e moasko

048 undyKyuu pemuccuts, 1o u ee noddepacanug. B npomo-

xonre MAINRITS AN 6s2.10 nposedero cpasrerue 3ggex-

mugHocn noddepacusaromed mepanuu Hasamuonpurom™*

6 cmarndapmuoti 03¢ u pumyxcumadom** (5 ungysus

10 500 ), npodossncumensiocnvrw 18 mec. [126]. B epynne

severun Hasamuonpurnom™* mancenvie obocmperus saboeéa-

HuA Ovtau sapecucmpuposarst y 29% nayuennos (pedu Hux

nOUMIU Y NON06UINBL ¢ 606.1€HEHUCM NOYEK), 6 Zpynne AeUerA

pumyrcumabom™* — y 5% (cpedu nux nu 00rnozo peyudusa
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AHITA-IH), smu pasauuns 6wrau docmoseprer. 1 Ipeury-
wecnso pumyrcuMaba™™* coxparisocs u uepes 60 mec. riabr-
oerun. B ucenedosaruu NMLAINRITSANZ Gv1.10 nposedero
chasriertue 08y cxeM noddeporcusaronyell mepanuu pumyrKcuMa-
bom™*: ¢ gpurccuposarton dose 500 ve 6 0w O u 14, a mare
uepes 6, 12 u 18 mec. aeuenusn u 6 peswunse «no mpetosa-
HUI0Y, NPU KOMOPOM pumyxcumab™™* ssoduau npu soccma-
Hoeeruu nonyaayuu B-aumgoyumos (vucro CDT19+ xae-
mox >0 xafyxa) uf uau nossiaernuy uiu yosoenuu nunpa
AHIILA [155]. Yacmoma obocmperuii saboreéarnus u obuyee
Yilen0 Hescesamenviivlx A6 el sa 28 mec. aederus bvrau co-
NOCIIABUMBL 6 00CUX SPYNNAX, HECMOMPA Ha 1110 U110 MedUara
uyeaa 66e0eHI Npenapamia 6 pynne ACHeHUA «no 7pedosa-
HU1» 06110 Merble, HeM 6 pynne cmandapmnozo Jederus
(3 u 5 coomsememseno).

Odbwedunennsiii aranrus uceaedosarusi NLAINRITS AN
1, 2, 3 noomeepoun npesocxodemso 18-mecaurnon cxemer
1000epausarufezo aeeHua pumyKcumabom™** ¢ guxcupo-
BaNHBIMU UHINEPEANAMU MENCD) UNGPYSUIMU 1Ha) a3amuo-
PUHOM U PeNCUMOM 86€0eHUA (10 1apebosaritoy (0cHosarHOM
#a xormpose wucaa CD19+ B-aumepoyumos 6 nepugbepu-
ueckoli kposu) [156].

B bonvuuncmee uccaedosanuii no usyuenur s¢gdex-
musHocmu pumykcumaba™* 014 nodoepaarus pemuccuu
AAB yuacmsosanu nayuennor, noayvasutue o4q uHoyKyuu
pemuccun yuxaopocamud**. Conocmasiaernue I pex-
mugHocu noddepacusaromed mepanuu Hasanuonpurnom™*
U pumyKcuMadom™* nocae uHOyKyuY peruccun pumykcuma-
b0Mm** y nayuenmos ¢ peyudusupynwmum meyernem AAB
bwt110 mposederio 6 uccaedosarnuu RITAZAREM [157).
Vemanoenero, umo 6 meuenue 20 mec. nocae pardomusa-
yuu yacmoma obocmpenuti AAB Gwraa docmoseprio nuoice
6 epynne aeuenun pumyrcumadom™* (13%) no cpasweruro
¢ pynnoti aedenusn Hasamuonpurom™* (38%) npu conocma-
6uMotl yacmome Hewceaamensviwrx asaenutl. Odnaxo cxema
npumererun pumyrcumaba** 6 npomoxose RITAZARENM
OMAUNANACH 0772 THIPADUYUOHHOL — 1000EPIICUBAIOUYUE EbICOKIE
003wz pumyrcumada** (1000 ymez Ne5) sgodunu ¢ gpurcupo-
sarnvm urmepsasom 4 mec.

Taxum obpasom, onybauxosarnsre darmnste c6udenens-
cm8yIm 0 Goee 86100K0TE SPPDeKnIUBHOIHIU PUMIYKCUMaba™*
na nodoeparcarus pemuccun AAB no cpasneruro ¢ Hasano-
npurom™*. 1 Lo danrsie PKU dosa pumyrcumada™* o4 noo-
deporcusaronyezo Jeverus Moswen: cocmasaims 500 vz 8/ 6 6 O
0 u 14 nocae docrmusncennus pemuccu, a samem no 500 me
6/ 6 Kaowdwre 6 mec. [126], a maxoce 1000 me 8/ 6 nocae do-
crmuncertun pesmuccuts, a samem 1000 sz kanedwie 4 aec. [157].

e [larmmenram ¢ AHIIA-T'H, asocturmmimm pemuccun,
IIPH HEIIEPEHOCHMOCTH HMAU IIPOTUBOIIOKA3AHUAX
K IPUMEHEHHUIO PUTYKCHMa0a™ mAn ero HeaocTyI-
HOCTH MBI PEKOMEHAYEM HCIIOAB30BATDH Ha3aTH-
onpus™* B 03¢ 2 MI/KI/CyT B COUETAHUH C TATO-
KOKOPTHKOHMAAMH B HHU3KOH Ao3e (He 6oaee 10 mr
II0 IIPEAHHU30AOHY** B CYTKH) AAA IIOAAEPHKAHHA
pemmccun [59, 158, 159].
YpoBeHBb yOEAHUTEABHOCTH pPEeKOMEHAAIHIT A
(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrapum: npumengemeril daa undycyuu pe-
Muccun yuraopochamud** ne caedyem ucnoaviosams 044
1000eporcusaromyedi mepanitt, NOCKOALKY €20 OAUumeAbHOE HpH-
MEHEHUE CONPAINCEHO ¢ MHOLOUUCACHHBIMU HENCENANIENLHBIMIU
aeaeruamu [61, 62].

HAsamuonpur** menee 3gppexmusnsiii 012 npoguiax-
muxu obocmpenud, vem pumyxcumat®* [126, 155, 157],
MO NPEOCIIABAAND PAYMHYIO ANLIIEPHANIUBY 8 0710615~
HBIX CAYUAAX.

Heeneoosarnune CYCAZAREM noxasano, umo npume-
Herue Hasanmonpuna™* ¢ dose 2 M/ kz/ Cym1 Ha npomacerul
18 wmec. conocrmasumo no sgpgexmustocmi ¢ yuraogpocgarmi-
Q0Mm™** 6 ommomeruu npoguaaxmury obocnpenut, obaadan
M npogpusem besonactiocnu [59). I1o danmeim ucenedo-
sanua WEGENT nodepacusaromas mepanus Hasanmuonpu-
HOM** 1e yenmynasna no sgpgpexmusiocnu Hmemonmpercanty**,
6 70M YUCAE ) NAYUEHIIO8 ¢ NOPAINCEHUEM NOUEK 6 aHamrese
[158]. Asyxemman bespeyudustan sviousaemocns 6 pynne
sevenua #asamuonpurnom™* cocmasuna 71,8%. I'lo danvim
PKU IMPROV'E #asamunpun** npesocxooun Hmuxo-
Geronama mopenmua™* no sgdexntusrocniu nodoepscarun
pemuccun y nayuernmos ¢ LTLA yw MITA [159).

Cmardapmnan noddepycusaronan 0o3a Hasamuonpurna*>,
NPUMEHABULAACA 6 GONBULUHCIIGE UCCAC008aNIT, COCMABAREN
2 me/xe/ cym. B undusudyanvrsix cayuanx y nayuennos
¢ mAncenotl QUCHYHKYuer nouex 003a npenapama Moxcen
o1 yMenvuiena do 1 me/ xe.

e Mer pexomenayem manuenram ¢ AHIIA-TH, soctur-
IIIIM PEMIICCHH, ITOCAE 3aBEPIIICHIS AACKBATHO HH-
AYKITHOHHOM TEpPAITy IIPU HEIIEPEHOCUMOCTH HAN
IIPOTHUBOIIOKA3AHUAX K Ha3aTnOIpHHY** IIPOBOAUTD
ITOAACP/KHBAIOIIYIO TEPAITHIO HMHKO(DEHOAATOM
moderurom™* B pose 2,0 r/cyr ¢ meabto npodu-
AakTukn obocrpenuit [160].

YpoBeHb yOEAHUTEABHOCTH pPEeKOMEHAAIMI A

(YpOBEHb AOCTOBEPHOCTHU AOKA3ATEABCTB — 2)

KommenTapun: M.A 2021 : noxasan, umo nasna-
yenue Hmurogperonana mopemuna** accoyuuposarno ¢ bosree
ssicokuM puckom obocmpenun AAB no cpasnerurn ¢ #asa-
muonpuoM™* y nayuenmos, noayvasuux 044 uHOYKyuu
pemuccuy yuraogocpamud** [160]. Coenacro pesyavima-
mam PKU IMPROV'E npumenerue Hmuxogperorama
Mogenuaa** daa noddepowarun pemuccuy AAB compancero
¢ Gorvueds dacmonmoll passumus obocmperutl, vem Jeyerue
Hasamuonpurom™* [159]. B ceasu ¢ smum Hyuxogpero-
JAama Mogemua™* ie 00.431cer pPaccmManpueantvia 6 Kauecnse
npenapama nepsoeo pada 041 noddepicusaromyers mepanui,
00narxo moscen Guimes ucnoav3osar (8 dose 2 2/ cym) 6 cunmy-
ayuax, kozda rastaderiue Hasamuonpuna™* uiu pumyrcu-
Maba™™ npomusonoxasarno uau CONPANcEno ¢ 06A0INCHeHUAM,
6 mom ucae y nayuernmos co crueririon CK®. I'leped npu-
HANIUEM 772020 Petleris caedyent oyetumy Paxmops: pucka
obocmpers AAB (em. ssedenue k pasdeny 3.2).

* Mur pexomenayem manuenram ¢ AHITA-I'H, ocraro-

ITIAMICA AHAAH3-3aBHCHMBIMHE, C KATHHKO-IMMYHO-
Aormdeckoi pemuccueii AAB mocae HHAYKITHOHHOIT
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TEPAINHU, PACCMOTPETH OTKA3 OT IIPOBEACHIUS ITOA-
AEPIKUBAIOIIErO0 ACYECHUA BBHAY HU3KOM BEPOAT-
HOCTH PasBUTHS BHEIIOYCIHBIX OOOCTPEHUI H AAS
LIPEAYIIPEKACHUA NH(EKITHOHHBX OCAOKHCHIH
[152, 161].

YpoBens yoeauTeapHOCTU pexomeHAanuii C

(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 4)

Kommenrapum: puck passuniua peyuousa AAB cymye-
CIIBEHHO HUdNCe, @ PUCK Pa3sumus uHPeKyuomuLx 0ca0IcHe-
nutl — cympecmeentio sviue y nayuermos ¢ TTIH, nosyuarn-
wux sederne ouanusom [161]. B uccredosarnuu Lionaki et al.
bw1.10 MOKaA3ano, 4mo dacmoma passumus obocmpenus AAB
cyuypecinserro chumcaenca nocae passumua T1IH v navana
JeHeHUA OUANUSOM, 00HAKO IMU PasAUUA 00C/I06€pHbL 0414
nayuermos ¢ Ilp3-AHILLA, no ne MT1O-AHILLA [152].
B m0 e spemsa, nposedenne noddepausarmed mepaniin
) nayuennios, noAyHanmux Jederue OUanu3oM, no cpaste-
HUR ¢ Spynnotl, He n0ay4asuiel no00epausarnuyyro mepanir,
06110 accoyuuposaro ¢ 6060e 6ovulell Yacnomol paseunius
UHGPDEKYUOHHBIX 0CAONCHEH U, 6 111.Y. ParaNbHbIX.

B ceasu ¢ smum Hasnaverue noddepacusarouseds ummyHo-
cynpeccusotl mepaniu y nayuernios bes 00nosHumMeNbHbLX
daxnmopos pucka obocmperua (cm. ssederute K pasdeny 3.2)
npedcmasagenica Heonpagdannsim. aa ceoespemerozo 6i-
A6./1e1UA 000cperull 3a60.1e6arus U ux mepanui no 1mpeso-
BaruI0 HeOOX00UM Pe2yapHbIll MOHUIMODPUHE KAUHUYECKOT
U UMMYHOA02UYECKOT akmusHocn boaesru [162)].

o ITammentam ¢ AHIIA-T'H, rocturimmm pemuccuu
AAB, MBI PEKOMEHAYEM ITPOAOAKATD ITOAACPIKH-
BAIOIIIYIO TEPAIIMIO HE MeHee 18 Mec. IIPU NCIIOAD-
30BaHMN PUTYKCHMaOa*™* u He MeHee 24 mec. mpu
HCITOAB30BAHUH Ha3aTHOIPHHA™* ¢ EABIO ITPO-
duaaxruxu odocrpenuit [126, 155-157, 163, 164].
YpoBeHb yOeAHUTEABHOCTH peKOMeHAAnuii B
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KommenTapumn: s odrnom us uccaedosarnuti 661410

YeInarno06.aeno, 4o npodoascerie noddepacusarouyel mepantii
pumyrcumaborm™* (ungysuu xascovee 6 mec.) nocae 18 mec.
CUEHUA ACCOYUUPOBAlO ¢ 00CHI08EPHO bo.1ee 6bICOKUMU NOKd-
samengmu espeyudusot viocusaemocru (96%) sa 28 mec.

HAOA100eHUA 10 CPABHENUIO ¢ NAlUeHINAMI, ) KOMOPLIX 1100-

depacusarmee aeverue bvia0 npexpamero vepes 18 mec.

(74%) [165]. Odnaro nocredyroupee oboduyere darnmprx PKIT

MAINRITSAN 1, 2, 3 ne nodmsepouso smauurozo cru-
swertte pucka obocmperuti AAB npu npoaoreuposaruy noo-
deporcusarouyezo sederis pumykcuMatorm™ 0o 36 mec. [156].

Ioxa Hem ybeoumenvrvix dannsix 041 11020, um06st
onpedeauntt MPOOOANUNIENBHOCHIL 1000epacUsarouyel mepa-
ni.

B pempocnexmusrom ucenedosarnuu ¢ yuacmuem nayu-
ermos ¢ 1'TLA Gven0 noxasano, umo npumenenne Hasamu-
onpuna** uau Hyemomperxcama** na npomawenuu Gosee
uem 36 Mec. cHumaen onmoulene puckos peyudusa Ha 66%,
a sederue 6 meverie 18-36 mec. — na 29% [163]. B PKI
REMAIN 6110 noxasaro, umo nodoepseusarouee aeuerie
Hasamuonpunom™* u earokokopmuKoudamu Ha npomancer
48 mec. accoyuuposario co sHaUUMO MEHBILUM YUCAOM 060-
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compenutl 3ab0ae6anus 1 AyUue noHeuHol 6INCUEALMOCINbI0,
uem noddeparcusarouyee aevenue ra npomanceruu 24 mec. uau
wersiite [164]. Tlpu smom, masncenste obocmperus paseuiiice
V) 35% nayuenmos, saseputusuiux mepantso uepes 24 mec.
Y nayuernmos ¢ paxmopamu pucka obocmpenun saboneéa-
HuA, Hanpumep, npu cmodixom nossiueruem 1 1p3-AHI A
uAY peyndusamu 3a601e6anuA 6 anarMmnese, (Ae0Ven paccmo-
mpems 80MpPoc 0 NPOOOAHCHIUU NO00EPHCUBAIOUC20 ACUCHUA
do 36-48 wmec.

B yenom, xaunuueckuii onvim sedernus nayuennos ¢ AAB
YKa318aem1, U110 BEPOANINO IMAKYI0 MIEPanIo cAed)ent nposo-
Qume 0aumenvio 045 npedynpencoeus Hebaazonpuammnbix
UEX0006, 6MeCHIe ¢ TIEM, CINAPAACt MUHUMUSUPOSANb ee U3-
secrmnsle noboursie IPPpexnvt. Ipexnusrion maxmuxo,
6 I70M 1Aa1e, A6AAENICA MUANIEAbIOe MOHUIMOPUPOSariue
AKIMUEHOCHIU GONE3HI U OCAONCHEHUTL 172epantiil.

Penerue 06 ommene mepanuu donnerio yuumvisans puck
peyudusa boaesru. Bpau donmncer cocmasume naar MoHuno-
puposanusg axmusrnocmu AAB u AHIIA-I'H, a nayuenm
doancers Geinmy 0c6e00MAEH 0 HEOOXOOUMOCHIN HEMEDAEHI020
obparnyenns 6 cayuae 603HUKHOBEHUA CUMNIIOMOS.

o AAF IPEAYIPEKACHHA PAHHETO PEIHMANBA IIAIINEH-
tam ¢ AHLIA-T'H, socturimmm pemuccuu AAB, mbr
PEKOMEHAYEM IIPOAOAKATD ITOAAEPKUBAFOIIYIO Te-
PAIINIO HU3KOAO3HBIMU TAFOKOKOPTUKOHAAMH B Te-
4geHue, Kak MuHIMyM, 12 mec. [166].

YpoBeHb yOeAUTEABHOCTH peKOMeHAAnuii B
(YPOBEHB AOCTOBEPHOCTU AOKA3aTEABCTB — 2)
KommenTapun: MA 8 PKU u 5 obeepsayuonmvrx
UCCACO0BAHUI OKASAA, U0 YacIoma 000CiIpeHutl 3aboe-
6arus vria Huce y nayuen108, noAYHaBUUX 2A10KOKOPIIU-
Kouder 6 wuskoli dose 6 meuerue 212 mec. (14% (95% AN
10-19%), no cpasrenur ¢ zpynnoii nayuenmos, noayasmux
Jederie ea10KOKOPIIUKOUOaMU 00 UX NOAHOI 01MEHbL Meriee
12 mec. — 48% (95% AU 39-58%)) [166]. Oonarxo 6 M.A
vty 0006mensr daneie Kpaiiie pasropodnsix ucc1e006a-
Hutl. B mo owe epems, 6 uceaedosaruy DPpariyysciods epynne
10 U3YUEHUID 6aACKYAUMO6 bbIA0 NOKA3ANO, Y10 COKDaryerie
obugerl npoO0ANCUIIEABIHOIN 11EPANIY 2AT0KOKOPIIUKOUOAMY
00 9 Mec. He conpososcoaenica noseiueriuem pucka peyuousa
[167]. Kpome moeo, daumensroe aevenie eaokokopmurou-
damu daxce 6 HUIKUX 003aX NOBBLULAEI BEPOANINOCING Pa3-
6umUA Hevcenamenvivix Aeaerutl mepanut. B ceasu ¢ smum
) nayuennos, Haxooamuxca 6 noAHol PeMuccl 6 meveriue
12 Jaec., cnedyenm 6 uHOUSUOYANLHOM NOPAOKE PACCMONIpens
6ONPOC O NOCIIENEHIHOM CHUINCEHUU 00361 2A10KOKOPIIUKOUIOS
00 104101 OMIMelbL.

3.3 JleueHue o60CTpeHuI 3a6oneBaHNs

o AAf AeueHns 00OCTpEeHHA OOAE3HM MBI PEKOMEH-
Ayem marprertam ¢ AHITA-T'H mpoBoanTs HHAYK-
IIHOHHYIO TEPAIINIO B COOTBETCTBUU C TEMH KE
IIPUHIIAIAMY, 9TO U ACYCHHE BIICPBBIC AUATHOCTH-
POBAHHOTO 3200AEBAHMA, OTAABAA IIPEAIIOYTCHIIE
FAIOKOKOPTHKOMAAM HAH aBAKOIIAHY B COYCTAHIN
C pUTYKCUMaOOM™™, a IIPH HAAMYHN IIPOTHBOIIOKA3a-
HUI K €r0 IPUMEHEHHUIO HAU €I0 HEAOCTYITHOCTH —



HPOGKT MHULMATUBHBIX KMUHUYECKMX peKOMeHJJ,GLlMﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBGHHI:IX BACKYNMTOX

IAIOKOKOPTHKOHAAM HAH aBAKOIIAHY B COYCTAHUI

¢ rmkArodocdammpom™ (em. pasaea 3.1) [119, 128,

131, 157].

YpoBeHb yOEAUTEABHOCTH peKOMEHAAUI A

(YPOBEHB AOCTOBEPHOCTH AOKA3aTEALCTB — 2)

KommenTapum: y nayuernnos, pariee ysice noryiasuix
yura0g0chamud™* o undyKyuu pemuccut, Hasnauerue -
myKeumaba** npedcmasanenca 6oee npeonounIunesHsIM
0414 Kynuposarus 0bocriperii.

B bonavuturcmee uccaedosarnuil no usyuenuro npenapanios
ona undyxyuu pemuccun AAB yuacmeosasu xax nayuenme
¢ 61EpBYIE BLIABACHHBIM 3a60.0€6ateM, MaK U ¢ 060CIIpeH-
amut. Qonum us nemrozux PKU, 6 dusatine xonopsrx: yunmen
amom gpaxmop, bern npomoxos RAVE. Ezo pesyavmaner
nOKazantl, 4mo pumyxcumab™* boaee spgpermuser 041 un-
OYKyuu peMuccunl y nayuennos ¢ peyuousom 3a60.1e6ariusd,
uem yuraogpocgpamud®* [119]. Kpome mnozo, nosmoproe npu-
Mererue Yyuraogocamuda™* 014 uHyKyuy pemuccuy seden
K HaKonaenuto 6s1c0Kotl KyMyAamusioil 003s: npenapama,
U0 ACCOYUUPOBao ¢ 6bICOKUM DUCKOM HENCeNAINIENbHBIX
ABACHU.

Haubonvutee wucao nayuenmos ¢ AAB, noayyasuux
UHOYKYUOHHYT0 7epantuio pumykcumabom™* no no6ody
peyndusa saboaesanus, 0v110 6KAWUEHO 6 UCCACO08at e
RITAZAREM [157]. Ilopancerue novex 6ur10 6v1:6-
s1er0y 67,6% smux nayuernnios, a Meduaria Konyenmpayun
Kpeamununa cs160pomy Kposu cocmasusa 97 (42; 542)
MKMOAs[ 1. Pemuccun 3abonesanus Gvina docmuznyma
uepes 4 mec. seuenus pumyrcumabom™* (4 ungysuu 6 dose
375 me/ ;2 ¢ unmepsanom 7 Omeil) u ea10KoKopmuxoudami
0,5 wau 1 mz/ xz/ cym) y 90% nayuernnios, 6 mo épemsa xax
HaACHI0ma HANCENBIX HENCCAAIMENBHBLX ABACHUL COCIIABUNA
14,3% u Gvr.na nusce, wem 6 ucenedosarnusx RAVE (22%)
u RITUXVAS 42%).

Cybananus ucenedosanus ADV OCATE noomeseparc-
oaens IPPeXnIUSHoOCIb HPUMEHEHIUA KOMOUHAYHY a8aKonard,
HU3KO003HBIX 2A10KOKOPIMIUKOUDOS U pumyKeuMaba, deads ee
npumererine Haubosee 6v12001bIM 047 JCUEHUA Peyudusa
V) nayuennos, noAyUUSIHUX 6b1coKUe KYMYAAMUEHBIE 003d
yura0pocharmuda™* usu ea0KoKopmuKondos u/ uau umes-
wux cepi3nvre ocaoncrenus mepanuu [131].

ITpu nanwuun npomusonoxasarnuii K nasmauernur pumyx-
cumaba™* nayuenmam ¢ 000cmpeHUAMU 3a0018aHUA MONCEN!
Ovt16 HasHayen yura0gochamud™*, odHaro credyens yuunre-
6ants KYM)AAIMUEIY 10 003) penapania, nockoabKY CYMMapHsle
00361 60166 36 2paMM accoyuuposarl ¢ pUcKoM Pasunius 3.10-
Kauecmseniwrx 1106006pasosarnutl [168]. Y nayuernmos, paree
yeneuitio noayasuiux 044 undyxyuu pemuccuy AHILLA-I'H
KoMbutayuto pumyxcumaba**c yuraogocpamudorm™* u earo-
KOKOPIIUKOUOGMU 6 CHUINCEHHBIX 0034X, 37 CXeMad MOen?
Ob11716 UCNO16308aHA NOBINOPHO HPY. Peyiduse 3aboae8atus.

Tayuermanm ¢ wemancenvirn AHLLA-I'H oaa undyxyuu
pemuccun npu obocmperuax 3abonesarius Mozym Oty HasHa-
ueHvr 2AKOKOpmUKoud08 1 Hyuxogpernonama mogenun™ .
B PKU, s xomopom yuacmsosanu nayuerniel ¢ e yzposca-
rouyumu wcustu obocmperuamu AAB, pemuccun saborearnun
uepes 6 Mec. aederns 6staa docmueymay 66% nayuennios,
noyHasulux ea1KoKopmuKouds: u Hmuxogerosama mogpe-

mua™¥, u 81% nayuernni08, noayuasuiix: e110KoKopUKoHOL!

u yuraogpocpamud** suympe (p=0,11) [144].

3.4 JleueHue pedpakTtepHbix popM 3aboneBaHus

[1eAeco0Opa3HO IPUMEHAT CAECAYIOIIIEE OIIPEACAE-
uue pedpakrepromy Tedennto AAB [169]:

= CoxpaHeHne UAN HapacTaHue akrusHOCTH AAB
10CA€ 4 HEA. HHAYKIIMOHHOH TEPAINI HAN

= HeAoCTaTOuHEII OTBET HA ACICHHUE: CHIUKCHHE BEAU-
yuabel nHAeKkca BVAS <50% mocae 6 Hea. AedeHus
uAn

= XPOHIYECKOE IIEPCHCTHPYIOIIIEE TeUeHIE 3200AEBa-

HUS: COXPAHEHHE, KAK MHHIMYM OAHOTO TSKEAOTO

HAN TPEX HETAKEABIX KAMHUYCCKUX ITPOABACHUII,

omeHuBaeMEIX 10 nHACKCY BVAS, mocae 12 mea.

ACUCHUHL.

[epeA Tem, Kak IIPUHATD PEIIEHIE O MOAHMDUKAIINI
TEPAIHH Y HALIHCHTOB C peDPAKTEPHBIM TCICHUEM 32-
GoAeBaHMA, BO H30E/KAHUE BPAUCOHBIX OIIMHOOK CACAYET
OTBETHTH Ha CAEAYIOIIIHE BOIIPOCHL:

= beia an anaraos AHIIA-T'H/AAB aocroBepro Be-
pudnrposan?

= [ToAy4aeT AU IAIIUEHT PEKOMEHAYEMBIE AASL THAYK-
LIIH PEMUCCHU IIPEIAPATHL B AACKBATHBIX AO3AX?

= SBAsroTCA AM HAOAIOAAEMBIE KAMHUYECKHE IIPO-

ABACHUSA (HAIIPHMED, IIPOTCHHYPHSA HAM CHIKCHUC

pCK®) npusnakom akTuBHOCTH 3a00AEBAHIA (BOC-

ITAACHESA) HAH OTPAKEHIEM HEOOPATIMOIO IOBPEIK-

ACHHS OPraHOB U TKaHel (pudbposa)?

= He cBa3ambr An HAOAFOAAEMBIE CHMITTOMBI OPTAHHBIX

LIOPAKEHUIT C ADYTHMI IIPOLIECCAMU, HALIPUMED, HH-

(PEKIIMOHHBIMI OCAOKHEHHUAMHI HAHM 3AOKAYECTBCH-

HBIMH HOBOOOPA30BAHUAMU?

o AAf AOCTIKEHHSA PEMICCHH Y IAIIMEHTOB € pedpak-
tepuemv TegerreM AHITA-I'H mer pexomenayem ns-
MEHHTD IIPOBOAMMOE ACYCHHE HA AABTEPHATUBHOE
(mmkaodocamua™ ma purykenmad** nan puryk-
cuma0** Ha nukaoocdaMuA™*, HAT 3aMEHUTD BHY-
TPHBEHHOE BBeAcHHE ITMKAO(ochamuaa** Ha repo-
PAABHBIIL IIPHUEM) B COYETAHUN C YBEAUYIEHUEM AO3BL
TAFOKOKOPTHKOHAOB [170-172].

YpoBeHb yOEAUTEABHOCTH pPeKOMEHAAIHI A

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)

Kommenrtapum: sggexmusiocns pumykcumaba™*
018 UHOYKYUY DEMUCCUN ) NaAYUeHNI08 ¢ pedparmepHbim
meuennem AAB bviaa usyuena 6 nebosvuiux cepusx ra-
bardenusnx. Llpu smom y nayuenmos ¢ peppaxmeprsim
AHILA-I'H seposammocms yayuutenun 6 pesyavmante je-
yenus pumyrcumabom™* nanboavutan [170, 171). I'lo dan-
HBIM anaausa nabaoenutl nayuennos, yuacmeo8asuux
6 uccaedosanuu RAVE, pumyxcumab™* moocem Gvime
bosee sppexmuser, wem yuraoPocamud**, dia aeye-
Hua pegpaxmeprozo AAB y nayuenmos ¢ 11p3-AHI A
[119]. 1o danneim ucenedosarnus WEGENT sosmoncrot
crmpamezueli aeuerun pegpparmeprozo AAB y nayuernmos,
noyuarmux yura0gocharmud™** ¢ pexcume nyavc-mepantil,
ABNACIICA NEPEX00 Ha Nepopansiibill npuem npenapania 6 0oe
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2 me/xef cym [172]. Odnaro smom nodxod conpancer ¢ 8ei-
COKUM DUCKOM PA3SUNIUA HENeNaMeNbHbIX ABACHUT, 66U0)
HAKONACHUA BBICOKUX KYMYAANUSHELX 003 Hpenapama, a no-
H0MY MOINCEN? PaccManipusantvcn 1moAsKo npu Heo3MoNcHo-
il npumMererua pumyxcumada**. Y nayuenmos 6 sospacme
60-70 semr do3y yurnogocarmuda™* per os credyens crusunmro
00 1,5 mz/ xe/ cym, 6 6o3pacme >70 sem — do 1 me/ ke/ cym.

Pemenue o yseanvenuu 00361 enroxoxopmuxondos npu
pegpparmeprom medenun 3a60.1e6arus caedyen npuHUMants
UHOUBUDYANBHO 1Ha OCHOBANUN OYEHKIU IANCECHIU 1IeHeHUA
AHIIA-I'H u snenoveunvix npossaeruil 3abosesarnus,
a matkxce munuunex ocaoncrenuti mepanuy. 1layuen-
mam ¢ manceavim AHILLA-IH moscem 6vime svinosirero
6/ 6 66edenue 2A10KOKOPIIUKOUOOS 6 DedctiMe MY Abe-1epaniiy
¢ NOCACOYI0UUM NEPEXO00M Ha npueMm npenapania 6Hympe.
B omcymemsue mancenvix opearo- uan scusneyeposcaronyux
1poAeAeHIl 3a60.18a 1A Mosicen Ovtins Yéeauyeria 003a ea10-
KOKOpmIUKOU08 014 NEPOPansHoz0 npueMa bes npedutecig)y -
weeo BHYMPUBEHHO20 B6€0CHUA.

Hecrvompa na omcymemeue xauecmserinoi doxasamens-
HOU 6a3b1 Mot CHUMIAeM B03MONCHLIM PaccMomipents nepexoo
Ha Kombunayuro pumyxcumaba™>, yuxisogpocgamuda** uiu
2NHKOKOPIIUKOUD08 017 UHOYKYUY peMuccut npy pedppax-
meprom mevenun AHILLA-I'H y nayuenmos, noaydasutux
6 Kauecrmse UHOYKYUOHNOU mePanty KOMOUNAYUIO YuKA0-
docpamiuda ¢ earKOKOPIIUKOUOAMIU UAY ABAKONAHOM U
pumyrcumaba®* ¢ ea0KoKoprmuUKoudaMu 1 agaxonanoM.

e MeI peKOMEHAYEM IanueHTaM ¢ pedPaKkTepHbIM Te-
yennem AHIIA-T'H aobaButs k Acuennto Hummy-
HOTAOOYAHH YEAOBEYCCKUI HOPMAABHBII'* B CyM-
mapHoIt Aose 1,5-2 r/kr, pasaeacHHOI Ha 2-5 AHET,
C IIEABEO CHIDKEHUS AKTUBHOCTH 3a00AeBaHus [173].
YpoBeHb YyOEAHUTEABHOCTH pPeKOMEHAAIHI A
(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 2)
Kommewrapum: npumerere #ummyrozobyauma ue-

J10864eCK020 HOPMaNbH020™* 6 donoarerue K criandapminol u-
OYKYHOHHOU mIepaniy Haubo.1ee onpasiaro y nayueH108 ¢ nep-
cuemupyonen HusKol akmusHocmeto sabonesanus [174-176].
MA 9 uccaedosaruii noxasan, umo esedenue Hummyrozao-
Gy tHa Hen06eUeckoo HOPMansozo™* y nayuernos ¢ AAB
06110 accoyuuposano ¢ GbicnpeM crumceruem noxasaneet,
OTIPANCAIOUYUX AKINUBHOCIL 3400166aMUA: SHAYEHMUE UHOCKCa
BVZAS, xonyermpayun C-Pb u AHLLA [173]. Onucarnnsie
NpOMIOK0NbE 86€0eHUA Npenapania omaAudancy: 8 G0abuuH-
cmee uccnedosanutl HUMMYH02A06)aUH Uen06e4ecKUll HOp-
Mansreir™* 6600usu 6 dose 0,4 2/ ke/ cym 6 mevenue 5 oneil
uau 12/ xe/ cym 6 mevenue 2 dnei, Hecko.16x0 pesce — 6 doe
0,5 ¢/ ke/ cym 6 mewenue 4 uru 3 onei (na wype 1,5-2 2/ xe
Macewt mesa) [173).

3.5 3amecTuTenbHasA noyeyHasa Tepanus
[Manuenram ¢ AAB, aocturmmum TITH, moxuo
IIPOBOAHUTD TPAHCHAAHTAIINIO (IIEPECAAKY) TTOUKH. BoI-
’KHBAEMOCTD ITAIIMEHTOB U TpaHCIAaHTaToB Ipu AAB
HE OTAMYAIOTCA OT ITOKA3aTEACH B IPYIIIE IAIIMEHTOB
¢ Apyramu 3a0oaearusamu 177, 178]. Hacrora obocrpe-
HHI B IIOCTTPAHCIIAAHTAITHOHHOM ITEPHOAE CHIKACTCA
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A0 15-20%, 40 MOMKET OBITH CBA3AHO C IIPOBEACHHEM
UMMyHOCYIpeccuBHOI Teparn. Haaexnee mpean-
KTOPEL Pa3BUTHA PELUAHBA DOAE3HU B arsorpadre
ITOYKH HE YCTAHOBACHEL.

* Aas nossirerns 9 heKTUBHOCTH IEPECAAKH ITOYKI
MBI pekoMeHAyeM maruenTam ¢ AAB oraoxnTs ee
IIPOBEACHHE AO TEX IIOP, ITOKA AAMTEABHOCTD ITOA-
HOH PEMHCCHN BHEIIOYCYHHIX IPOABACHHH HE CO-
crasur 12 mec. [179].

YpoBens ybeauTeapHOCTH pexomeHAarnuii C

(YPOBE€HBb AOCTOBEPHOCTH AOKA3aTEABCTB — 4)

KommenTapum: onmumanvivie choku 6vinoamnerins
nepecadki nouKU 10cAe QOCIHIUNCEHUA PEMUCCUY He Yernanos-
serwt. Ooraro 6 00HoM U3 1cc1e006aruii Hauboiee CUusbHEIM

NPeOUKINOPOM NEMANBIO20 UCX00A NO PeIYAbINAMAM KAK

00HOPDaKmopH20, MaK 1 MHO20PaKmopHozo anasud, 66110

6wIn0AMeN e NEpecadKi Meree weM depes 1 200 nocae docmu-

swenua pemuccu sabonesarnu [179).

* Aas nossirterns 3¢ heKTUBHOCTH IEPECAAKH ITOYKI
MBI pekoMeHAyem manuenTaM ¢ AAB B cocrofunn
OAHOH pemuccuu >12 Mec., HO OCTArOIIUMCH
AHIIA-TI03UTHBHBIMIE, HE OTKAAABIBATDH IIEPECAAKY
IIOYKH, 32 HCKAFOUEHHEM CHTYAITHI, KOTAA YPOBEHD
AHIIA B ceBopoTke HapacTaer B anHamuxe [178-180].
Yposens ybeauTespHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 4)
KommenTapum: dariwie o 6augrun ceponosumusocnii

no AHLILA na momenm nepecadku nouxu ta uacmony 06o-
cmperuil sabosesara npomusopevusst. B 0gyx uccaedosaruax
bw1.10 noxasaro, umo nasudue AHLLA 6 yupryasyuu e s6-
JAREIIA SHAUUMBIM Darmopor pucka passuniun peyuousa
AAB [178, 179]. Oonaxo mancesan sackyaonaniug mparic-
naarmana vame passusaiace y AHIL LA-nosumusneix peyu-
nuernos. B onybuuxosarnrom o63ope ceputi Habarodenudi asnmo-
pamy 6w coesar 661600 0 3HaUUMO Go.1ee 661C0KOL YACIIONIE
passumus obocmperuil ) nayuennios ¢ nosvluenueM Yposta
AHILILA na momenm nepecadxu [180]. Taxum obpasom,
coesnams 00HOHAUHBLI 661600 O 1710M, ABAACHICA AU HAAUYHE
AHIILA 6 yupryaayuy npomusonoxasanuem K u1101HeHH110
onepayuu, te npedcmasafenica 60amodncteiM. Peuterne caedyem
npunuMany uHOUSUOYAALHO 6 KaNOOM KOHKDENIHOM CayHae
nocie oyerKy ecex ﬁgkmopos pucka pemtdum, 8 YacmHociny
muna yupryaupyronux AHIL LA u uavernernus xonyernmpayun
6 Ouramuxe.

3.6 ConpoBoguTenbHas Tepanus

B macrosiiee BpeMms HEKEAATCABHbIC ABACHUS HM-
MYHOCYIIPECCUBHOM TEPAITHH ITOCTEIICHHO BBIXOAAT
Ha IIEPBBII IIAQH B CTPYKTYPE IPUYNH ACTAABHOIO HC-
XOAQ U yTPaTHl TPyAOCIOCOOHOCTH manueHToB ¢ AAB.
B cBasu ¢ a1em mpodbraakTiKa HHAEKIIIOHHBIX OCAOK-
HEHHH, OCTEOIIOPO3a H OHKOAOIUYECKUX OCAOKHCHHIH
HMEET IIEPBOCTEIIEHHOE 3HAYCHIE.

e Mur pekomenayem marmentam ¢ AHIIA-T'H, mo-
AYHAFOINNM Teparnuio mukAodocdamumaom™** man
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pHTYKCHMaOOM™* B COYETAHUU C IAFOKOKOPTHKO-

HAAMH, B OTCYTCTBHE aOCOAIOTHBIX IIPOTHBOIIO-

KA3aHHH IIPOBOAUTD IPOMHAAKTHIECKOE ACICHHIE

KO-TPHMOKCA30A0M [CyAB(AMETOKCa30A+TPHUMETOI

prM|** € IIEABFO ITPEAOTBPAIIIEHHSA PA3BUTHA HH(EK-

Ly, BEI3BAaHHON Pneumocystis jirovecii [181, 182].

YpoBeHBb yOEAHNTEABHOCTH pPeKOMEHAAIMI A

(YPOBEHB AOCTOBEPHOCTHU AOKA3aTEABCTB — 1)

Kommenrapum: passumue mancessix ungexyuon-
HoLx 0ca0mcHenUtl Habardarom y 39% nayuenmos ¢ 1'T1A,
npu oM 00 mpemu u3 Hux ew136ansr P. jirovecii [183].
B Gonvuuncmse cayvaes ungpexyuu, swissarmvie smum 603-
0yOumenem, passusarmca 8 nepuod uHOYKYu pemuccuy
) nayuenmos, e noayHanuux npoPuUIaKmUecKozo Jede-
wua [184]. Tlovumo mepanuu yuxaogocpamudom™* u pu-
myxcumabom™** donosnumenviivu paxmopamu pucka
passumus ungexyuu 64710168 603pacm cmapue 55 aen,
wueno aumpoyumos <0,3x10°/a, daumensioe aeuenue
eanKokopmukoudamu 6 dose, npessiumaromer 15-20 ye/ cym
no npeonusonony [183, 185]. Cucmemanuueckuii 0630p PKI
noKasast, 4mo npuMenerie Ko-mpumokcasona |cyasgamentox
cason+mpumenonpum]*x y uMMyHoKOMAPOMEMUposarbix
nayuernos 6e3s BUY-ungexyun chuscaem puck paseumua
ungpexyuil, svizeannvix P._jirovecii na 85% (OP 0,15; 95%
A 0,004-0,62) [181]. B kpyniom xozopmom uccnedosa-
1t 061210 Yeimaro6.1eno, 4mo npohuAGKmUHecKoe Hasnaderie
KO-1IpUMOKCas0na [c)avgamentorcasontmpumenonpum|**
CHUNCACH? PUCK PAIEUNIUA IMANCCNBIX UHGPEKYULL ) NAYUeHIN06
¢ AAB, noayuarwmux pumyrcumat®**, na 70% (OP 0,30;
95% AH 0,13-0,69) [185].

Ipogunaxniuuecxoe nevenue [cyavamenoxcasonrom
+ mpumemonpusom]** nposodsm nepopansiio 6 dose
400/ 80 mz encednesro uau no asemeprupynomed cxeme
(uepes deis), uau 800/ 160 me no aremepnupynomeir exeme
(uepes dens). 11pogpunaxmury nposodsm 6 meuenue 6cezo
Kypea UHOYKYHOHHOU 1epantitl, ¢ 803MONCHBIM NPOOACHHEM
na 1-3 mec. nocae ee sasepmenun [182]. Y nayuenmos
¢ pCKD 15-30 ma/mun/ 1,73 M? dosa npenapama
we doaxcra npesviuians 400/ 80 mz no arvmeprupyrouyei
exceme (uepes denv). Peacunn dosuposariua y nayuernmos ¢ XBI 1
C5 e usyuen. Y nayuenmos, noayvarmux Hmemompex-
canr™*¥, mpenapam caedyem npuUMeHANIL ¢ 0CIIOPOINCHOCIIBIO,
66110) N0BBIHENH0Z0 PUCKA 110KCUUECKUX IPGPeKI106, 6KA10UAA
noyeurvte.

Huskyro 003y [eyavpariemoncasona + mpumemonpumal**
0418 NPOPUAAKIUKY NHEEMOYUCIINON NHECMONUL NPU-
MetAwm na npomanceruu Kypea aederus yuxaogpocdha-
Mudom uau 6 meverne 6 Mecayes nocae uHOYKYuu pumyK-
cumaba. bonee daumensvoe ucnonvsosarue Mmoxcen: 6utimo
pacciompero y mex, Kno noaydaen nosmoprsie ungysun
pumykcumaba, umeem cyujecmeerioe noparcerine NeKUX
unu mpedynwmux npodoaxcenus/ 80300106.aenuA UHOYK-
YUOHHOU UMMYHOCYNPECCUBHON UAU 2A10KOKOPIMUKOUOHOI
mepanuil.

o [Tammenrtam ¢ AHIIA-I'H mbr pexomenayem mposo-
AHUTD BAKITMHAITHIO, 32 HCKAFOUECHHEM KUBBIX BAKIINH,
B COOTBETCTBHHI C HAIIMOHAABHBIME PEKOMEHAALIH-

AMH IO BAKIUHOIPO(PUAAKTHKE U HAIMOHAABHBIM

KAAEHAAPEM, B TOM YHCAE BAKIIHHAIIHIO IIPOTHUB

ITHEBMOKOKKA, C IIEABIO CHIKECHHA PHCKA Pa3BUTUA

HH@EKIUOHHBIX OCAOKHEHHH [1806].

Yposeus yoeauTespHOCTH pexomeHparnuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)

Kommewnrapun: xomsa saxyunayus naubosee 3¢ gpex-
PIUEHA NPU ee 6bIn0AMeNUN 34 3 1e0. 00 Hadaad AeHeHs, 31710
He ABAAEIICA OCHOBANUEM OAA 3A0PICKU Haana UMMYHOCY-
npeccusiiodl mepanu. Baxyunayuro npomus epunna caedyem
NO61IOPAIMG €xCe200H0 ) NAYUEHIN0E 6 PeMUCCUL.

B yeaom, npu neobxodumocmu y nayuenmos ¢ AAB
MOy BPUMEHAMIBCA A100b1€ UHAKIMUBUPOSAbIE 6aAKYUIYL,
a HUBBLE — 6 CUMYAYUAX, 6 KOOPbIX 01IKA3 0777 UX 1ipUMe-
HEHUA C030aen 1enocpeocinsenyro_yeposy Jeust nayuennad.
Credyem ommemunty, umo 6 Hacmoanjee 6PeMsa NOKA3aAHuA
K 8aKyunayun nayuensnos, nosyuanux uMmyHocynpeccus-
Y10 1MEPAnuIo pacuupaomia, umo onmpasicero 6 pade npo-
Punvrwrx pexomerndayutl [186]. Poocmsernnuxu, npoxcusar-
wue ¢ nayuenmam, Mozym Oviime 6aKyunuposarsl A106s1Mu
BaKyuHaml 10 NOKAAHUAM, 3d UCKAINUEHUEM OPaNbHOll 6aK-
YUl MPOIIUS NOAUOMUEAUNIA.

B peansrodi xaunnuuecxosi nparxmuxe nposeciy saxiyu-
Hayu1o 00 Havana UHOVKYUOHHOI mepanui 6 00AbuluHcI6e
cnyyaes e yoaemen. Q0naxo Ipgexmusiocns saKyunayun
60 6peMA UMMYHOCYNPeccUsHoll mepanuu Heacka. B wacm-
Hocmt, 6 nuaomrom uccaedosanuy PNEUMOVAS Goiio
NOKA3AN0, Y10 BAKYUHAYUS NAYUEHINO08, NOJYUABULUX Ui
OYKYUOHHY 10 7116PANII0, NPOVIUS NIHEEMOKOKKA ¢ UCHONb306A-
nuem 13- u 23-anenmivrx 6axyun Gvina ManoIgpexmustia

[187].

 Bcem marmenram ¢ AHIIA-I'H mpoBoamnts Mbr pexo-
MEHAYEM IIPOBOAUTD BAKIIMHAIIUIO IIPOTHB IPUIIIIA
C IIEABIO CHI/KCHUS PHCKA PA3BHTHA MHMEKIHOH-
HBIX OcAOo)kHeHuI [188, 189].
YpoBeHb yOEAUTEABHOCTH peKOMEHAANUA A
(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 2)
KoMMeHTaApHY: #MMYHO2EHHOCHIb 6aKyiHbI NPONIHED-

epunnosiodl unarkmusuposaniol** doxasara y nayuensmnos

¢ AAB, a ee nposederue He eausem Ha puck 06ocnperua
sabonesarnua [188, 189].

e Mer pekomerayenm marmenTam ¢ AHIIA-I'H, moay4a-
TOIIHUM AeueHne ITIKAOdOocaMuAOM™™, Ha3HAYATD
rpemnapat MecHa**, pacTBOp AAA BHYTPHUBEHHOIO
BBEACHHSA, B AHH BBeACHHA HHKAODOchamuaa*™*
C HEABIO IPO(MUAAKTHKH TOKCHUECKOTO ITOBPEKAL-
HUSA CAH3HCTON MOYeBbIx IyTeit [190].

Yposeus yoeaurespHOCTH pexomeHaanuii C

(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 4)

KommenTapum: wvecra™* ceaseieaen moxcuuriie Me-

mabosunst yuraopocpamuda** (8 uacmrocmu, axposeur),
Umo 6 couemanti ¢ nompedaenuemM 00cmanouozo Koaude-
(116 HCUOKOCIIU CHUINCAET? PUCK NOBPENCOCHIUA CAUSUCIION MO-
egvrx nymedt [190]. Aosa paccuunvisaenica 6 coomeenicmsnu
¢ UMCTIDYKYHElL 6 3a6UCUMOCHIN 0771 6600UMOT 00362 U 1YY
66¢ederus yurxaogochamuda**,
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3.7 JleyeHmne ocobbix rpynn naLneHToB
e Mmr pekomenayem manmertam ¢ AHIIA-TH, mme-
roruM npusHaku XbII, IpoBoANTh AHATHOCTHKY

1 ACUCHHE IIOCACAHEH B COOTBETCTBUI C KAMHIYE-

CKHMU pCKOMCHAaL{I/IHMI/I ANASA yAYqLHCHI/IH HMICXOAOB

[27].

Yposeus yoeanresapHOCTH pexomeHpanuii C

(YPOBEHBb AOCTOBEPHOCTH AOKA3aTEABCTB — 5)

KommenTapwun: y nayuernos ¢ AHILLA-I'H mopgho-
Joeueckue uay Gynxyuonassrste Kpumepuy XbIT mozym
Gvine sviss.aebt 6 Donvuurcmse cayyaes. 11T 1H passusaenmca
we menee wem y 20% nayuenmos ¢ AHILA-I'H. Odnaxo
cpedu nayuennos, y komopeix XbI 1 we docimuzaen mepyu-
HAABHOT a0, ) MHOZUX COXPAHACHICA CHIOLIKOE CHUMNCEHIE
CK®. 1o dannsim onybauxosannsx ceputi Haba10eHu
yacmoma passumus cmaouti XbI1 36-5 y nayuennos, do-
cmucamux pemuccuy AHILA-I'H, cocmasagaa do 49%
/36].

Xopouto ussecmmo, umo passumue XBI1 oxasvisaen He-
3aBUCUMOE HezamuHoe SAUAMNME Ha NOYeUHYI0 U 001)10 6bi-
HUBAEMOCIIE, 103170MY Y 6cex: nayuermos ¢ AHILLA-I'H
1106/1€ QOCIIUNCEHUA PEMUCCUH. U CIRACUAUSAY UL PYHKYUU NOYEK
caedyens nposodunts OUazHOCHIUKY, cmpamudurayurn pucka
XDbBIT u meponpusmus no negpponpomexyuu u Koppexyuu
00MENHBIX HAPYULEHIIL 6 COOMMBENICIIEUI ¢ PEKOMEHOAYUAMIU

[27].

e Munr pexomenayem xenmuuam ¢ AHIIA-I'H ot-
AOXKHTD IIAQHUPOBAHUE OEPEMEHHOCTH HA IIEPHOA
IIOCAE AOCTHZKEHHA CTOMKOM PEMICCHI 3a00ACBAHIA
U IIPEKPAILCHUS ACICHIUSA IOTCHIIMAABHO TEPATOICH-
HBIMU IIPEIIAPATAME C IIEABIO CHIZKCHHA PHCKA He-
OAATOIPHATHBIX NCXOAOB Oepemennoctn [191,192].
YpoBenp yoeauTeapHOCTU pexomMeHAanuii C
(YPOBEHB AOCTOBEPHOCTU AOKA3ATEABCTB — 5)
Kommewnrapum: dannsie o meuerun bepeserocni

npu AAB ozpanuuerier, 00maxo no darnnsiym 01m0esvivLx -

CAC006aMULl HaACIIOMIA PASSUNIUL OCA0NCHEHUIL HINCE 6 CAYYae

Hacnynaenus bepeMerocmi 6 nepuod pemuccun 3abose6arius

[191, 192]. Lo sceii sudumocm, obocmperius sabosesarus

80 8peMA DEPEMEHHOCIIY Pa3BUBaINICA Heacno, 00HaKo cy-

wecmeenyo npobaeMmy Moy c030asantv chopMuposasuiy-
eca HeobpantuMuie NOBPEHOCHUA OP2aHO8 U mKarel (Hanpu-

ep, XBI1).

H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

KpoMe 77020, 0ONBULUHCIIB0 npenapani08, nPUMeneMuIx
013 undyKyuu pemuccu (yuxaogpocpamud®*, Hyurogpe-
Hoaama Mopemua**) mepaniozertsr ual HEQOCINANOUHO
usyuens: npu bepemennocmu (pumyxcumad™*), umo o0bo-
CHOBbIEAEN] NPUMEHETUE 6bICOK0IPPEKMUEHBIX MEN0006
Koumpayenyuu na epema sevenus. B ceqsu ¢ smum, npeo-
CIIABNACICA YeNECO00PA3HBIM OMAONCUINY Sadamte Ha CPoK
26 Mec. nocae 00CHIUINCEHIUS PEMUCCU, NPU 3710M ONIIUMAb-
1ot 1000epacusaronenl mepaniedl npedcnasatenca couemariie
Hasamuonpuna®™* u nuskux 003 2110K0KOPMUKOU08, 861y
ux besonacrocmu. I Laanuposanue u ederue Gepementiocnu
Q0MIHCHO OCYIYECTIBAAINGEA COBMECIIHO ¢ BPAYOM-AKYULEPOM-
QUHEKON020M, 8PAYOM-HEDPOIOZOM U BPAUOM-DEEMANIN020M,
UMEIOHUMY. COOTIBENICINEY 10U UL ONLIT.

Lonadomoxcuunocns yuraogpocamuda™* momcen npo-
ABNANIBCA 8 KYMYAAMUBHOU D03e 8 2/ M2, umio caedyem yuu-
mbI6an npU NAAHUPOSAHIY JeUEHUA ) NalUeH 08 penpo-
yKmusHO20 803paciia (Kax smeHuur, max u myxcuur) [193].

oV oepemennbix xermH ¢ akruBHEM AHITA-I'H mbr
PEKOMEHAYEM OCYILIECTBAATH BEIOOP HMMYHOCYIIPEC-
CHBHOM TEPAIlUU B YCAOBHAX SKCIIEPTHOIO IIEHTPA
C IICABIO CHIDKCHIUS PUCKA HEOAATOIIPHATHEIX HCXO-
AOB DepeMeHHOCTH U AocTinkeHus pemuccun [194].
Yposens y6eanresapHOCTH pexomeHAaruii C
(YPOBEHB AOCTOBEPHOCTH AOKA3ATEALCTB — 5)
Kommenrapum: xavecmsennan doxasamensiian 6asa
6 OMHOUEHUY ONIHUMANBHBLX 1100X0006 K UHOVKYUOHION
u nodoepacusaronyent mepanuu AHILA-I'H u AAB 6 yeaom
) Oepemenrivax nayuermox omeymemsyent. Peuserue o 603mo0c-
HOM TPOSOHZUPOBAHIY DEPEMEHHOCHIN 11PedYen Mexcoucyu-
NAUNGDHOZ0 1100X00a ¢ npusaeUernemM 1e@dpo.10206, aKyute-
p06-2u1eK0.10206, Pe6Man10.10206 U OPY2UX CHEYUANUCINOS,
Haubosee npednoumume/;bﬂo, 8 YeA0BUAX YeHnpa IKcnepir-
Hozo yposna. Caedyenm oyenuny mancecnv npoasaeHuli 3a-
Go.1e6arus, NOMEHYUANBIBIE PUCKI AEKAPCIIBEHHON 1IEPaniil
018 Mamepu u naoda. I Ipu svibope cxemvr mepanuu caedyen
HPUHANG 80 BHUMAHUE 11EPanoeeHHocb yuraogochamuda™*
u Hmurogernonama mopemuna**, u ommocumensiymw
0e30nactocny e10KOKOPIIUKOUO0S, 6 1.4, NPU 611)17PUBEHIHOM
ssederunt, Hasanonpuna™*, Hummynozr06yauna vesoseye-
CK020 HOpManbiioeo ™, cearcos naasmoobmera [194]. Aanree
0 0e30nacHocmu NPUMEHEHUA pUmyKcUMaba™  u asaxonara
60 8pemsa 6qbeM€HHocmu 8 Hacmoaee 6peMA ozparieris.

4. MepuupHckas peabunmnTaums U CAHATOPHO-KYPOPTHOE fleYeHue,
MeIULUMHCKME MOKA3AHMS U NPOTUBOMOKA3AHMS K MPUMEHEHMIO
METOAOB MEAMLMHCKOM PeabunmMTaumm, B TOM YUCIe OCHOBAHHbIX
HQ MCMOMb30BAHUM NPUPOLHBIX NEe4ebHbIX GaAKTOPOB

CraHAApPTH30BAHHBIE ITOAXOABI K MEAMIIMHCKOM
peabuamrarun mannentos ¢ AHIIA-I'H we paspabo-
tanel. AAB — moAanoprannoe 3aboaesanue, KoTopoe
MOZKET IPUBOAUTD K HEOOPATHMOMY IIOBPEHKACHHIO
HE TOABKO IIOYEK, HO M AETKHX, ABIXATEABHBIX ITyTEH,
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CEpPAIIA, IIEHTPAABHON U IepH(EPUIECKON HEPBHOM
CHCTEMBI, OpraHa 3penusd, oprana cayxa [195, 196].
Bremnocrs manumenToB MOKET IperepreTs HeoOpa-
THMBIE U3MCHEHNSA M3-32 IIEPEHECCCHHBIX aMITyTaIIit
HAABIIEB U KOHEUHOCTEH (ranrpeHa), AeopMaIium
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AHIIEBOTO CKEACTA (KCEAAOBHAHEII HOC») HAW BBIPA-
KEHHBIX pyOnoBsix m3meHenui koxu [197]. Yacro
IAIIEHTHI CTPAAAIOT OT XPOHHYCCKOH YCTAAOCTH, MbI-
IIIEYHON CA200CTH, HEHPOIIATHYECKOH DOAH, KOTOPBIE
AAHTEABHO COXPAHAFOTCH ITOCAE AOCTHIKEHHA PEMUC-
cun 3aboaeBanus [198, 199]. HexxeaareapHsie fBAC-
HUf UMMYHOCYIIPECCUBHON Tepaluu (CaXapHBIA AHMA-
OeT, OCTEOIIOPO3 M HI3KOIHEPIETHUECKHE TIEPEAOME,
OHKOAOTHYECKHe 3a00AeBAHUA, TOHAAOTOKCHYHOCTD,
JTHETEHHE KOCTHOMO3IOBOTO KPOBETBOPEHHA) B PAAE
CAy4Y2eB MOIYT IIPUBECTH K HEOOPATHMBIM IIOCACA-
crBusAM. Passurie n mporpeccuposanue XbI1 asaserca
BAKHBIM (PAKTOPOM, BAHAIOIIIM HA KAYECTBO JKU3HH
1 OOIIYIO BBIKUBAEMOCTD ITAIIHECHTOB, B CBA3U C YeM
BCe MANMeHTH co cToknM cHmkeHneM CK® u/man
IPOTEHHYPHEH HYKAAIOTCA B PEIYAAPHOM HAOAIOAE-
HHUH Bpada-HePOAOTa U PEAAH3AIINN KOMIIACKCA MEp
IO IIPEAOTBPAINEHNIO IIPOIPECCUPOBAHMA IIOYCTHOM
AUCYHKIIHH ¥ KOPPEKIHH COITYTCTBYIOIIUX OOMEH-
HBIX HAPYIICHUI B COOTBETCTBUU C PEKOMECHAALHAME
[27].

Passrtre AAB MOMKET CyIIecTBEHHO CHU3NTD CIO-
COOHOCTB ITAIMEHTA K TPYAY (AO YETBEPTH IIAIIMEHTOB
TPYAOCIIOCOOHOTO BO3pacTa HE TPYAOYCTPOECHEI
13-32 IIOCAEGACTBUI DOAE3HH), ITOMEIIATH IIPOAOAKE-
HUIO OOYYEHHA U Pa3pyILIHTh cOLHaAbHbIe cBA3H [200].
CAEACTBHEM 5TOIO MOKET CTATh ACIIPECCHUSA, KOTOPYIO
TAKAKE MOKHO PACCMATPUBATD B YUCAE OTAAACHHBIX OC-
aomuenuit AAB [201].

MHorme malMeHTsl HYKAAIOTCA B MEAUIIMHCKOM
U CONMAABHON PEAOMAHTAIIMH: MEAMKAMEHTO3HOM
U XHPYPIHYECKOH KOppeKiuu cOpMUPOBABIIIIXCA
OCAOIKHCHIMN, TIcuxoAormdacckort momorru [202]. Han-
HoAee OIPABAAHHBIM IIPEACTABAACTCA IIEPCOHAAUSHPO-
BAHHBIH MYABTHAUCIIMITAMHAPHBIN ITOAXOA K PEIICHIIO
3THX IIPOOAEM.

Mcxoasr AAB Goaee OAArompusTHEL y HAIIMEHTOB,
KOTOpbIe HH(POPMUPOBAHBI 00 OCOOEHHOCTAX TEIEHNH,
AedeHns U 1poraosa saboaesarmsa. OOCyKACHHE C 11a-
IIHEHTOM BO3MOKHBEIX TIOAXOAOB K ACUYCHUIO C YIETOM
HMHAUBHAYAABHBIX OCOOECHHOCTEH (BKAIOYAA BOIIPOCHI

ITAQHHPOBAHUSA CEMBH) MOKET CYIIIECTBEHHO ITOBBICHTD
IPUBEPKEHHOCTD K ACUEHHIO. 3HAHME HMAITHEHTOM
BO3MOZKHBIX CHMIITOMOB DOAE3HH IOBBIIIACT IITAHCHI
Ha paHHEe OOpalleHne MaIlMeHTa 32 MEAHIINHCKOM
IIOMOIIBIO IPpH pasBuTu obocrpenuit. Kpome Toro,
00IIeHne Bpaya C MAIIHEHTOM ITO3BOAAET OIPAAHTD ITO-
CAEAHETO OT HEOOBEKTUBHEIX 1 IIOTEHIIHAABHO OIACHBIX
CBEACHUH, KOTOPBIE MOTYT OBITH ITOYEPIIHYTH U3 He-
KOHTPOAHPYEMBIX OTKPBITBIX HCTOYHUKOB (HHTEPHET,
CPEACTBA MACCOBOM MH(OPMAIINN).

» Mmr pexomenayem manumentam ¢ AHIIA-T'H, y koro-
PBIX IIOpaKEHHUE IIOYEK IIPUBEAO K pasBuruio XbIT,
IIAQHHPOBATH U IIPOBOAUTH MEPOIIPHATHSA 110 MEAU-
LIMHCKOH PEaOMAUTAIIIN B COOTBETCTBUH C PEKOMEH-
Aarmuamu 110 XBIT Aaf yayarenns ncxoaos [27].
Yposeus yoeanTesapHOCTH pexomeHaarnuii C
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 5)

e Mpr pekomeHAYeM BpadamM-HePOAOTaM IIOCAE Ha-
vaaa Aedernd marmerTos ¢ AHILIA-I'H orcaexusats
HAKOIIACHHE HEOOPATHMBIX IIOBPEKACHII OPraHOB
U TKAHCIH, a TAKKE OCAOKHCHUI, ACCOLIHIHPOBAHHBIX
C OCHOBHBIM 3a00ACBAHIIEM U IO ACICHIICM, A TAKIKE
OCYIIIECTBAATD MX KOPPEKITHIO AASl YAYUIIICHNS HIC-
XOAOB DOAE3HN U KadecTBa Ku3HH [27, 202].
Yposeus yoeauTespHOCTH pexomeHaanuii C
(YpPOBEHB AOCTOBEPHOCTH AOKA3ATEABCTB — 5)
KommenTapuu: Cwv. ssederiute 6 pasoe.

e Mer pekoMeHAyEM BpadaM-He(POAOraM U Bpadam
APYTHX CIIEIIMAABHOCTEH, HAYHHAA C IIEPBOTO KOH-
TaKT2a C HAIUEHTOM, AaBaTh manuerTam ¢ AHITA-T'H
PAasbACHEHHA O IIPUPOAE U OCOOCHHOCTSAX TCUCHUA
3200ACBAHIS, IIEASX ACICHIS, BOSMOKHBIX IIOAXO-
A2X K TEPAIINH, HCXOAAX 3a00AEBAHUS AAS IIOBBILIIC-
HUA BOBACYCHHOCTH ITAIINECHTA B IIPOIIECC ACUCHUA
1 IPUBEPAREHHOCTH K AedeHuro [27, 203].
YpoBens yoeauTeapHOCTU pexomeHAanuii C
(YPOBEHB AOCTOBEPHOCTHU AOKA3ATEABCTB — 4)
Kommenrapum: Cw. ssederiue 6 pasoe.

5. MNpodunakt1ka 1 gucnaHcepHoe HabnogeHue,
MeAMLMHCKME NOKA3AHMS M MPOTMBOMOKA3AHUS K MPUMEHEHMIO

MeTof0B NPOPUNAKTUKM

Meroast nepsuunoit npocduraxktukn AHITA-I'H
u AAB ne pazpaboransl. OAHAKO y ITAIIUEHTOB C yiKe
JCTAHOBACHHBIM AHATHO30M M IIOAYYAIOIINM I1aTOTe-
HETHYECKYIO TEPAITHIO CACAYET PEAAN3OBATH PAA MED,
HAIIPABACHHBIX HA IIPEAOTBPAILICHAC HEKEAATCABHBIX
ABACHHUIT TEPAITHH, 4 TAK/KE CEPACTHO-COCYAUCTEIX OC-
AOKHEHHH, KOTOPBIE U3AOKEHEI B pasaeae 3.7.

e V manmmerntos ¢ AHLIA-T'H v PEKOMEHAYEM IIPO-
BOAHUTH IIPOPHAAKTHYECKIE MEPOITPUATHSA, HALIPAB-
ACHHBIC HA IIPCAYIPEKACHHE OCAOKHCHHI ALC-
(PYHKIIHH TIOYEK B OCTPOTO IIOBPEKACHUSA ITOYCK,
a TaKKe AMCIIAHCEPHOE HADAIOACHHE B OOBEME,
IIPEAYCMOTPEHHOM pekoMeHAaruamu 10 XBIT, ars
VAVUIICHISA HCXOAOB OOAe3HH [27].

YpoBens ybeauTesapHOCTH pexomeHaanuii C
(YPOBEHB AOCTOBEPHOCTH AOKA3aTEABCTB — 5)
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6. OpraHnsaumus OKa3aHUs MEAMLMHCKON MOMOLLM

OcCHOBHble NOKa3aHMA AnA SKCTPEHHON
rocnuTanusaunmn B MeULIMHCKYI0 opraHu3aLmio
(q)opMa — BKCTpeHHa}I, HCOTAOKHAA,

YCAOBHA — CTAITHOHAP):

)
2)

3)

4)

[epBuunas anarnocruxka AAB/AHIIA-T'H;

V aun ¢ nsecrasim AAB/AHIJA-T'H — passurue
TAKEABIX OPIAHO- M KU3HEYTPOKAIOIINX IIPOSBAC-
uuit 3aboaesarns (BITHC, OIIT, AAK nmopaxenns
KEAYAOUHO-KUIIIEIHOTO TPAKTA, IIEHTPAABHON HEPB-
HOU CHCTEMBI, OPraHa 3PeHMU);

V aun ¢ ussecrusiv AAB/AHITA-T'H passurue
AFODOTO OCAOKHEHHA AUCYHKIINN IIOYEK, TPeOy-
FOIIETO 9KCTPEHHOM TEPAITNH UAU HAYAAA AHAAH3A,
BKAFOYAA: HAPYIIEHNE (DYHKITHI IIEHTPAABHOM HEPB-
HOM CHCTEMBI; CEPO3UTHI; BOAHO-9ACKTPOAUTHBIC
HAPYIIEHHUA U AlIHAO3; HEKOHTPOAUPYEMAs TUIIEP-
THApATALIHA (AHACAPKA, OTEK ACTKHX), APTCPHAAbHAS
TUIIEPTEH3HSA HAH IUIIOTCH3UA; OEAKOBO-OHEPIETH-
YecKas HEAOCTATOYHOCTD;

AedenHne cepbe3HBIX OCAOKHEHUI HUMMYHOCYIIPEC-
CHBHOH TEPAITHH.

OCHOBHbIe NOKa3aHNA K BbIMNCKe nauneHTa
13 CTaynoHapa nocne 3KCTp€HHOI7I rocnnutTannsauunin

1
2)

3)

4)

[TpoBeaena nepsuanas anaroctuka AAB/
AHIIA-T'H;

[TpoBeACHBI AMATHOCTHKA U ACUEHHUE TAKEABIX OP-
IaHO- U KU3HEYIPOKAIOIIUX IIPOABACHUN 3200-
aesanua (BITHC, OIIIT, AAK, mopaxeHus KeAy-
AOYHO-KHIIIEYHOTO TPAKTa, HEHTPAABHOM HEPBHOMI
cucTeMsl, oprana sperud) ¢ perpeccom BITHC, aap-
BEOAAPHOIO KPOBOTEUEHHSA, ABIXATEABHOM HEAOCTA-
TOYHOCTH, IOPAKCHHUS CETIATKU, HEBPOAOTHYICCKOH
CHUMITTOMATHKH U APYTHX TAKEABIX ITPOABACHUI aK-
TUBHOCTH 3200AEBAHNS;

[IpoBEACHBI AMATHOCTHKA H ACUCHUE OCAOMKHEHIH
AUCYHKIIN IIOYEK, HOTPEOOBABIIINX SKCTPEHHOIO
BMEITIATEABCTBA;

[TpoBeACHBI AMATHOCTHKA H ACICHIE CEPHE3HBIX OC-
AOKHEHHH MMMYHOCYIIPECCUBHOM TEPAIIHH.

144 Hedponoruam guanus - T. 27, N2 2 2025

OcHOBHbIe NoKa3aHuA gns NiaHoBoun

rocnuTannsauum B MegULNHCKYI0 opraHu3aumio

1) Vupnmarys HHAYKIMOHHOH TEPAITHU IIPH PELIUAHBE;

2) IlpoporxeHnne MHAYKIIMOHHOMN TEPAIIHH, BKAFOYAS
IIOBTOPHBIC BBEACHUSA PUTYKCHMAOA™ MAM IIMKAO-
docdamumaa*™;

3) HeobxoAmMOCTb H3MEHEHHIT HHAYKIIHOHHOM Tepa-
MY 1/ MAY AMATHOCTHKA 1 KOPPEKIINH HEKEAATCAD-
HEIX ABACHHH TEPAINN;

4) HeoOXOAUMOCTD IPOBEACHHS AMATHOCTHKH AKTHB-
HOCTH OOAE3HH, BKAIOYAS BBIITOAHEHUE OHOIICHN
IIOYKH C ITOCAEAYIOIIUM ITPOBEACHHEM ITATOAOTO-
AHATOMUYECKOTO HCCACAOBAHHS OHMOIICHIHOIO
MATEPUAAd, B TOM YHCAE, C IPUMEHEHIEM HMMY-
HOMOP(OAOIIYIECKIX METOAOB, HAU APYTHX AMa-
THOCTHYECKUX HCCACAOBAHHI, TPEOYIOIIUX TOCIIH-
TAAMBAIINH, B TOM YHCAE, B PETMOHAABHBIN HAH
deaepaAbHbIN IIEHTP;

5) HeobxoAMMOCTD IIPOBEACHUS AHATHOCTHKU OCAOK-
HCHUIH TePAIINH, BKAIOYasd HH(EKINOHHEIC

6) TloArOTOBKA K IIPOBEACHHUIO OLIEPATUBHOIO ACYCHIA

110 PA3HBIM ITOKA3AHIAM;

7) @opMHpPOBAHHE AOCTYIA AAS AHAAH3A UAH IIPEA-
TPAaHCIIAQHTAIIIOHHOE OOCACAOBAHIIE;

8) Ha domne GepemennocT.

OcHOBHble NOKa3aHuA K BbIMNCKe NauueHTa

13 CTauMoHapa nocsie NIaHOBOW roCNUTaNn3aunn:

1) MuaununposaHa HHAYKIMOHHAS TEPALIMH IIPH pe-
IIHAUBE B AOCTATOYHOM OObEME C OIEHKOH OTBeTa
Ha ACYCHHLC;

2) BrimoaneH 09epeAHON Tall HHAYKIIMOHHOM Tepa-
IINH; BEIIOAHEHO OYEPEAHOE BBEACHHE PHUTYKCH-
Ma0a** man rmkAodocdammaat*;

3) IlpomsBeAeHBI HEOOXOANMAA KOPPEKIINA HHAYKIIH-
OHHOM TepPaITNy, AMATHOCTHKA HEKEAATEABHBIX fB-
ACHHI TEPAITNN U UX ACYCHNC;

4) IlpousBeAeHA AMATHOCTHKA AKTUBHOCTH OOAC3HH,
BKAIOYAs BBITOAHEHHE OMOIICHHU ITOYKH C IIOCACAY-
FOITIM IIPOBEACHHEM ITATOAOTO-aHATOMUYECKOTO FC-
CAEAOBAHNSA OMOIICHITHOTO MAaTEPHAAA, B TOM YHCAE,
C IPUMEHEHHEM HMMYHOMOP(OAOTHIECKIX METO-
AOB, HAU C HCITOAB30BAHUEM APYTHX AMATHOCTHYE-
CKHX MCCAEAOBAHIIT;

5) IlpoBeAeHa TOATOTOBKA K OIIEPATHBHOMY ACYEHHUIO;

6) ChopMupoBaH AOCTYII AASL AUAAH3A, IIPOBEACHO
HPEATPAHCIIAAHTAIIMOHHOE OOCACAOBAHIIE;

7) IlpoBeAeHA AMATHOCTHKA U ACYECHHE AKTHBHOTO
3200A€BaHUA, OCAOKHEHUI 32a00AEBAHUA U HEKeE-
AQTEABHBIX ABACHUIT Tepanuu Ha doHe OepemMeH-
HOCTH, TIPOU3BEACHA KOPPEKIINA TEPAITIH C IIEABIO
CHIDKEHISA PHCKA HEOAATOIIPUATHBIX HCXOAOB Oepe-
MEHHOCTH.
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7. HDononnutensHas uHdopmaums (B Tom umcne GakTopsl, BausoLme
HO MCXOf, 3a60NEBAHMS MM COCTOSHUS)

CpeAHsA IPOAOAKHTEABHOCTD KU3HH ITOCAE YCTa-
HOBACHHSA AHATHO32 Y mmarueHToB ¢ AAB Ges Aederms
B HADAFOACHHAX CEPEAHHEI IIPOIIIAOTO BEKA COCTABAAAL
5 mec. [110]. XoTa nprMeHEHNE OIIMCAHHBIX BBIIIIE IIOA-
XOAOB K TEPAIIHH IIO3BOAHAO CYIIECTBEHHO VAVUIINTD
mporuos marenTo ¢ AAB, B Tewenne 10 aer TITH
passuBacercs y 20-30% marueHTOB.

OCHOBHBIMHI ITPEAMKTOPAMH IIOYEUHOM BBIKUBAC-
MOCTH SBASFOTCS:

= Kannpdgeckue: BO3pacT IIALUEHTOB, YPOBEHD Kpea-
tuanHa 1 CK® B AebroTe 3a00AeBanusA, paspurue

PELIHAUBOB 3200ACBAHUA C BOBACUCHHEM IIOYCK,

TUIIOKOMITAEMEHTEMUS, PE3UCTEHTHOCTD K TEPAIINy;

= Mopdoaormaeckue: kaacc HepHTa, AOAS COXPAH-

HBIX KAYOOYKOB B OHOITTATE, BRIPAKECHHOCTD TyOYAAP-

HOH aTpOHN U CKAEPO32 KAHAABIIEB (CM. PasAeA 2.5).

Penmaussr AAB passusarorcs gacro. B cucremaru-
YEeCKOM 0030pe IOKA3aHO, ITO KYMYAATHBHAA BEPOAT-
HOCTB peruAuBa y manuentos ¢ AAB, moayuasmrnx
HHAYKIUIO nukaodocdamuaom, depes 1, 3 u 5 aer
coctasuaa ~12%, 33% u 47%, cootBeTcTBeHHO. VX
BEPOATHOCTB BBIIIIE Y IAIHEHTOB € aHTHTeAAMH K [1p-3
(moYTH BABOE IIO CPABHEHHUIO C HOCUTECAAMU AHTUTCA
k MITO), a taxke Ipr HAAMYUH ITOPAKEHHSA PECITUPA-
TOPHOM CHCTEMBI B PAMKAX OCHOBHOIO 3a00ACBAHIS
¥ B MCHBIIIEH CTEIICHU 3aBUCHT OT HO30AOTHYECKON
dopmer [204]. B rpymie manueHToB ¢ H30AHPOBAHHBIM
HOpaKEHHEM TI04YeK (Y KOTophix mpeobaasaror MITO-
AHIIA) gacrora 0b0oCTpeHIIT CPABHUTEABHO HEBBICOKA

n cocraBafer 25% IIpHu CpeAHEM CPOKE HAOAFOACHHA
62 mec. B To e Bpemsa tun AHLIA He sBasercs He-
3ABHCUMBIM ITPEAUKTOPOM 3(D(DEKTUBHOCTH ACYCHHH,
ITOYEYHOrO nAH 001ero ucxoaa [205].

Brrxusaemocts nmaruentos ¢ AAB 3a mocaeanue
40 Aer 3HAYNMO YAYUIITHAACH U IIPH aACKBATHOM A€Ye-
HUH MOKET OBITb COIIOCTABUMA C ITOKA32TEAAMHE OOIIIeiT
nonyasrun 24, 200]. I1pu atoMm B cTpykType IpranH
A€TAABHOTO HCXOAQ HA IIEPBBII IIAQH BBIXOAAT HH(EK-
LIHOHHBIC OCAOKHEHHUA U CEPACIHO-COCYAUCTEIE 3200-
ACBAHIA, 2 AOAA TIPOABACHUI AKTUBHOTO 3a00ACBAHIA
HEYKAOHHO CHITKACTCH.

Xota TITH peako sBAfieTCS HEITOCPEACTBEHHOM ITpU-
YHHOH AETAABHOTO HCXOAQ, OHA ABAACTCS 3HAYHMBIM
dpakropom pucka ero passurus [207]. B wacrrocrn, pas-
BuTHe raomepyAroredputa B AcOrote I'TIA cyrmecrBenro
VXVAILIaeT Iporuo3 sadoaesanus B neaom (OP 4,45;
95% AN 1,48-13,65), B cOYETAHIHE CO CHIKCHHOM
(pyHKIIHEN TOYEK PUCK ACTAABHOIO HCXOAQ HECKOABKO
sospacraer (OP 5,1; 95% AWM 1,59-10,16) u socturaer
MaKCHMYMa y IaIlneHTOB, HY/KAAFOIIIUXCA B IIPOBEAC-
monu 3IIT (OP 8,2; 95% AU 2,03-33,11). V maruenTos
¢ MITA sHaummoe cHmnKeHHE (PYHKIHN IIOYEK B ACOFOTE
3200AEBAHUA ABAACTCA MAPKEPOM HEOAATOIPUATHOIO
ncxoaa (OP 3,69; 95% AW 1,006-13,4) [208, 209]. Cae-
AYET TIOMHHUTB, YTO 3HAYHMBIME (DAKTOPAMH, BAHAO-
IIFIMI HA BEIKUBAEMOCTD manueHToB ¢ AAB, sBAsiFOTCA
BHEIIOYECYHBIE IIPOABACHIS, B YACTHOCTH AABBEOAAPHOE
kposoteuenne 210, 211].
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KpnTepmm oueHkm kayectea MEAULIMHCKOM NOMOLLM

YpoBeHb YpoBeHb
Ne Kputepuu kauectBa y6eauTtenbHOCTM  [OCTOBEPHOCTU
peKomeHaauuin [loKa3aTeNbCTB

BbinonHeHo KonnyecTBEHHOE onpefeneHre CogepKaHna 1 TUNMpoBaHue
1. aHTWTen K uutonnasme Hentpoopunos — AHLIA K npoTenHase-3 A 1
1 Muenonepokcngase merogom NOA

2. BbinonHeHa KoMnbloTepHaa ToMorpadursa opraHoOB rpyAHOM NONOCTU A 1

|-|pl/l OTCYTCTBUN I'IpOTI/IBOI'IOKa3aHI/IVI BbIMO/IHEHA NYHKLMOHHaA 6uoncua
NMOYKM NOA KOHTPOJIEM YNIbTPAa3BYKOBOIo nccsieoBaHUA, NpoBeAEHO

3. . A 2
MaTosIoro-aHaTOMUYECKoe NccnefoBaHne boNCUNHOro Matepurana, B Tom
yuncsne ¢ NpYMeHeHnem VIMMYHOTMCTOXMMUYECKMX METOAOB

4 Mpu OTCYTCTBMU NPOTUBOMNOKA3aHUN A4 MHAYKLMW PEMUCCAN HazHauYeH A 1

yuknopocoamna** nnu putykcumab** B coueTaHUn C rOKOKOPTUKOMAAMMN

MNpw HeTaxkenom AHLIA-TH y naumneHTOB € HenepeHoCMMOCTbIO
5. umknodochammnga** HazHaueH #mrkodeHonata ModpeTun** B couetaHunn A 1
C IIOKOKOPTMKOMAAMU NPY OTCYTCTBUM MPOTUBOMOKA3aHU

Mocne goctukeHnA peMnccn HasHauyeHa nogaepxrsatroLlan Tepanna

6. . A 1
PUTYKCMMAboM** Mpu OTCYTCTBUM NPOTUBOMOKA3aHMiA
lMocrne [OCTUKEHVA PEMMCCIMN MPU HEMEPEHOCUMOCTU PUTYKCUMaba**

7. Ha3HaueHa nopfepKMBatoLlas Tepanusa a3aTroNnPUHOM** Npu OTCYTCTBUN A 2

I'IpOTI/IBOI'IOKa3aHI/IVI

MaureHTam, nonyyaowmm uuknopochammna** unm putykcmmab™** HasHaueH
8.  KO-TpuMoOKcason [cynbdameToKcason+TpumeTonpuml** ana npopunakTnkm A 1
nHbeKumm, Bbi3BaHHO Pneumocystis jirovecii
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KoHcbnukt uHTepecos:

Hun 'y koro 13 uneHoB paboueit rpynmbl Npy pa3paboTke HACTOALLMX KIMHUYECKUX PEKOMEHAALMIA He BO3HWKIIO KOHAIMKTA MHTEPECOB,
a VIMEHHO MepcoHanbHOM 3aMHTEPECOBAHHOCTY B MOMYYEHUN NIMYHO B0 Yepes NPeACTaBUTENs KOMMaHWUM MaTepuanbHOM BbIroasl Unu
MHOTO MPenMyLLIeCTBa, KOTOPOE MOBNANO Obl MMM MOTIIO MOBAMATL Ha HaANexXaLlee UCMOHeHWe MU MPOdECCHOHaNbHbIX 0653aHHOCTEN
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[punoxenne A2.
Metoponorust paspaboTku KNMHUYECKUX PEKOMEHAALIMIA

Numnmatopom paspaboTku pekoMeHAAnnu ABAAAach Harmmonaasnas acconmanus zedppoAOros.

[Tporrecc ITOATOTOBKI PEKOMEHAAITHI COCTOSA H3 CAEAYIOIINX STAIIOB: PACIIPEACACHIE ODAZAHHOCTEH; OIIPEAE-
ACHHE B XOAE AUCKYCCHI HANDOACE BAKHBIX AAS PEAABHON KAMHIYECCKOH IIPAKTUKHI 00AACTEH, KOTOPBIE AOAKHBI
HOKPBIBATH PEKOMEHAAITUH; OIIPEACACHIE YACTHBIX BOIIPOCOB AAAl HICCAGAOBAHHA M (DOPMYAHPOBKI PEKOMEHAAILTHI;
Pa3padOTKU IIPHEMOB IIOHCKA AOKA3aTEABHOI 0a3bl; (DOPMUPOBAHUE OKOHYATCABHOIO IIEPEUHA PEKOMEHAALIUI
1 €TO CTPYKTYPHL YKa3aHNA, TPEACTABACHHBIE B HACTOAIIUX PEKOMEHAAITUAX, OCHOBAHBI HA BEIIIOAHEHHOM YACHAMHI
IPYIIIbI AHAAU3E UCCACAOBAHUE B HE(DPOAOTHH U CMEKHBIX OOAACTAX MEAHIIMHBL, HX CHCTEMATHIECCKUX 0030pOB
u MA, onyoaukoBanHbIX A0 HEOHA 2025 T. BRAFOUHTEABHO. BEIAT YUTEHBI 11 ITPOAHAANSHPOBAHBI MEKAYHAPOAHBIE
PEKOMEHAALIIH 110 IIPOOAECME M UX PEBU3HHL

Yaeusr PI’ CTPEMUAUCD, YITOOBI KKA2SL PEKOMCHAALTAA 6a3HpOBaAaCb Ha MaKCHIMAaAbHO BO3MOJKHBIX YPOBHAX
AOCTOBEPHOCTH 1 y6€AI/ITC/\bHOCTI/I pCKOMCHAaHHfI. Tem me MCHCC, PI' couna H€O6XOAI/IMHM OCTaBHTDH PAA PCKO-
MCHAaHI/Iﬁ, (bOpMaAbHO HMMCIOIITHX HUSKUI YPOBCHb AOKA3ATCAPHOCTH UAN OCHOBAHHDBIX Ha E)KCHCPTHOﬁ OIICHKC,
C y9€TOM MHOTOACTHETO OIIbITA BEACHMSA ITAIIMEHTOB COOTBETCTBYIOIIECTO HpOd[')I/I/\ﬂ 1 TOTO, 9TO 3TH PCKOMCHAAITIH
MOTYT UMCTDH CYIICCTBEHHOC 3HAYCHUC AAf HpaKTH‘ICCKOﬁ pa6OTI>I.

AAf OLICHKI KAYeCTBA U CHABI PEKOMEHAALIIN HCIIOAB3OBAAU YPOBHI AOCTOBEPHOCTH AOKA3ATEABCTB U YOCAU-
TEABHOCTH PEKOMEHAAITHH (Ta0A. 1-3).

IeaeBas ayAuTOpHA AAHHBIX KAMHIYECKHX PEKOMEHAATTHI:

. Bpau-medpoaor.

Bpau-pesmaroaor.

Bpau-reparnesr.

Bpau-repanesT yuaacTKOBBIH.

Bpau obrmeit mpaxkruky (ceMeHHBIH Bpad).

N

Ta6bnuua 1 | Lkana oueHKM ypoBHel AOCTOBEPHOCTY AoKa3saTenbcTs (YA)
ANA MeTOA0B ANAarHOCTUKM (AMarHOCTNYECKMX BMELLATENbCTB)

yoo Pacwndposka

Cuctematnyeckrie 0630pbl NCCIIEA0BAHUI C KOHTPOJIEM pedepeHCHbIM METOAOM WIIN CUCTEMATUYECKI 0630p
PaHAOMV3MPOBAHHBIX KNVHUYECKNX NCCNE[0BaHWI C MPUMEHEHVEM MeTa-aHam3a

OTaenbHble nccnefoBaHNsA C KOHTpoOiemM ped)epeHCHblM MeToAO0M UNn oTAeNbHble PaHAOMU3NPOBAHHbIE KITMHNYeCKne

2 ncanenoBaHnA U cucTteMaTnyeckne O630pbl nccnenoBaHuin nioboro [13aliHa, 3a NCKIlYeHrem PaHOOMU3NPOBAHHbIX
KINUHNYECKMX NCCNefoBaHUNM, C npMMeHeHnem MmeTa-aHaln3a
WccnepoBaHua 6e3 nocnenoBaTesibHOro KOHTPOJIA ped)epeHCHblM MEeTOoA0M Nnn nccnegoBaHnA ped)epeHCHblM MeToA0oM,

3 He ABNALWNMCA HE3aBNCUMbIM OT nccnegyemoro metoga nin HepaHgoMnsnpoBaHHbIe CPaBHUTEJIbHbIE NCCNIef0BaHNA, B TOM
Yncne KOropTHbole nccsieaoBaHnA

4 HeCpaBHVITeJ'IbeIe ncanenoBaHMA, onncaHne KIMHNYeCKoro cnyyas

5  Mmeetca nvwb 060CHOBaHME MEXaHV3Ma AEVICTBUSA UV MHEHME SKCMEPTOB

Ta6nuua 2 | LLikana oueHKN ypoBHeii 4oCcTOBepHOCTY Aoka3aTenbcTs (YA[) AnA METOA0B NpodunakTmku,
neyeHus u peabunuTtayum (npodnnakTUYecKkmnx, neyebHbIX, peabunmnTaLoHHbIX BMeLIaTebCTB)

yan Pacwundposka

1 Cnctematnueckuii 063op PKW c nprmeHeHnem meTa-aHanusa

OtgenbHble PKU 1 cnctematuyeckre 063opbl MCCnefoBaHmMi Noboro amsaiHa, 3a ucknoueHmem PKU,
C MpYMEeHeHneM MeTa-aHanm3a

3 HepaH,ElOMI/BI/IpOBaHHbIE CpaBHUTENbHbIE NCCJIEA0BAHUA, B T.4. KOFTOPTHbIE NCCNefOBaHNA
4 HeCpaBHI/ITeJ'IbeIe ncanenoBaHMA, onncaHne KNMHNYeCKoro cny4vaa nnm cepunn cnyyaes, nccenoBaHnAa <<Cﬂyqal7I-KOHTpOJ'Ib>>

5 MmeeTca nuiwb 060CcHOBaHVIE MeXaHU3Ma nel;lcTBl/lﬂ BMeLllaTenbCTBa (,ElOKJ'II/IHI/ILIeCKI/Ie I/ICCﬂe,U,OBaHI/IFI) W MHEHKE SKCNEPTOB
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Ta6nuua 3 | LKana oLleHKM ypoBHel y6eanTenbHOCTY pekomeHaauuin (YYP) ana meTtoaoB npodunakTukm, ANarHoCTUKM,
neyeHus v peabunutayum (NPoprnakTNYECKNX, ANArHOCTUYECKUX, JIeYeOHbIX, peabunuTaLMoHHbIX BMELLATeNIbCTB)

YyP PacwmndpoBka

CynbHasa pekomeHIauuaA (Bce paccmaTpurBaemble Kputepun 3GpdeKTUBHOCTY (MCXobl) ABAAIOTCA BaXKHbIMM, BCE NCCNEA0BaHNSA
A VIMeloT BbICOKOE WSV YAOBNETBOPUTESIbHOE METOAOJIONMYECKOEe KaueCTBO, MX BbIBOAbI MO MHTEPECYIOLWMM NCXOAaM ABMAIOTCA
COrnacoBaHHbIMM)

YcnoBHas pekomeHaaumA (He Bce paccmaTprBaemMble KpUtepmnmn 3¢¢GKTVIBHOCTVI (ncxopbl) ABNATCA BaXKHbIMU, He BCe
B ncaneaoBaHnA MMEKT BbICOKOE WK yAOBNETBOPUTE/IbHOE METOAOJIONMYeCKOoe KavyecTBO 1/Vnn nx BbIBOAbI MO NHTEepecywmnm
MNCXOAaM He ABMIAIOTCA COrlacoBaHHbIMM)

Cnaban pekomeHzaLma (OTCYyTCTBME JOKA3aTeNIbCTB HaA/IeXallero KayecTsa (Bce paccmaTpriBaeMble KpUTepum
C  >ddeKTMBHOCTU (MCXOAbI) ABNAIOTCA HEBAaXXHbIMU, BCE UCCNIEA0BaHUA MEIOT HU3KOE METOAONOMMYECKOe KauyeCcTBO 1 X BbiIBOAbI
Mo VHTEPECYIOLUM NCXOAAM HE ABNAITCA COracoBaHHbIMM)

ITopsaok 0OHOBACHUA KAMHUYECKUX PEKOMEHAALHUIA.

Mexannam OOHOBACHNA KAUHIIECKIX PEKOMEHAAIIHI IIPEAYCMATPHBAET UX CHCTEMATHIECKYIO AKTYAAU3AITHIO —
HE PEKE YeM OAMH Pa3 B TPH TOAQ, 4 TAKAKE IIPH ITOABACHUH HOBBIX AAHHBIX C ITO3UIIMN AOKA3ATEABHON MEAUIIIHE!
110 BOIIPOCAM AMATHOCTHKH, ACUEHUA, IIPOPUAAKTHKI U PEAOUAUTAIIII KOHKPETHBIX 3400 AEBAHHIA, HAAIHI 000-
CHOBAHHBIX AOIIOAHCHMIT/3aMeuannii k paree yreepxacHEbM KP, HO He wame 1 pasa B 6 mecsies.
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[MpunoxeHne A3. CnpaBoyHble MaTepHanbl, BKIOYAS COOTBETCTBUE
MOKA3AHMUIM K MPUMEHEHMIO M MPOTUBOMNOKA3AHMIM, CNOCOBOB NPUMEHEHMUS

7

[03 NIEKAPCTBEHHBIX NPENAPATOB, MHCTPYKLMKU MO NPUMEHEHUIO

NleKapCTBEHHOro npenapaTa

1.

ITo6ouHoOE AelicTBUIE TAFOKOKOPTHKOHAOB

Yacrora paSBI/ITI/IH n BI)Ip’a.}KCHHOCTI) HOOOYHBIX 3(quCKTOB 3aBHUCHUT OT AAUTECABHOCTH HpI/IMCHCHI/IH, BECAMYNHBI
HCHOABSYCMOI;’I AO3BI, CO6AIOACHI/IH HI/IpKaAHOI‘O pI/ITMa Ha3HAYCHUA npenapaTa.

[Tpy mpuMeHeHHHN IIPErapaToB MOIYT OTMEYATHCA CACAVIOIINE TTOOOUHBIE 3(DDEKTEL:

— 00 CImOpOHBL IHOOKDUHHOY CUc/IeMbl: CHIDKCHIE TOACPAHTHOCTH K FAIOKO3€, CTCPOHAHBIN CAXaPHBIN AHA0CT HAL
MaHHECTAINA AATEHTHOIO CAXapHOro AuabeTa, yrHeTeHne (PYHKIIHE HAAIIOYCIHUKOB, CHHAPOM MIienko-
Kyrmmnra;

— (0 f?ﬁOpﬂH&Z ﬂ%ﬂ/é’ﬁélplﬂﬁﬁ/lbfmlz cucmeMoe; TOIIIHOTA, pBOTa, CTCPOI/IAHZI.H A3Ba KCAYAKA 1 ABeHaAL[aTI/IHCPCTHOfI
KHIITKI, SPOSI/IBHBIEI 330(1)2.I“I/IT, KCAYAOYHO-KNIICIHbBIC KpOBOTe‘IeHI/IH, ITOBBIIICHUC AW CHMKCHHC AIIIICTHTA,

— (0 €7770p0ﬂbl KOMCHBIX ﬂOKpOb’ﬂB U CAUIUCINBIX 000.104EK: 3AaMCAACHHOC 32KIUBACHHE paH, IICTCXUU, rHHep- HAM TH-
IIOIIUIMCHTAITUA KO, yI‘pI/I, CTpI/II/I, CKAOHHOCTD K paSBI/ITI/I}O HI/IOA,CPMI/II/I " KaHAMAO3O0B;

— €0 C7IOpOIBL ONOPHO-06UaNIENBI1020 annaparmia: OCTEOTIOPO3, CTEPOUAHAS MHOIIATHUS, CHIKEHIE MBIIITEUYHON MaCCEL;

— 0@/[./]06.467—/7-/626 Mﬂqu)MOK@DmMKO%&HﬂZZ aAK7IUBHOCIIIbI0.! SZLACP}KKQ KHIAKOCTH 1 HanI/IH B OpI‘aHHSMC, FI/IHCpHanI/I—
cMuA, TUTTOKAAMEMITYIECKIIA CI/IHApOM.

Toaneidi nepevers npedcmasaen 6 uncmpyxyun no npumererur Aexapemeerrozo npenapama (em. I ocyoapemeenreiii peecnp
Jexapemeenmsix chedems, hitp:/ | gris.rosmingdrav.rn).

ITpaBuaa mpuroToBACHUA U XpAHEHUA ACKAPCTBEHHOI'O IIPEIIapaTa pUTYKCUMA6**

Heobxoanmoe koAmgecTBO Iperapara HAOMPAIOT B ACEIITHYECKHX YCAOBUAX M PA3BOAAT AO PACUCTHOM KOHIIEH-
tparuu (1-4 mr/ma) B nadysuonnoM dhaakone (makere) ¢ 0,9% pacrBopom xAopruAa HATPUT™ AA HEHQY3HIT HAK
5% pacTBOPOM ACKCTPO3BI** (PACTBOPBI AOAKHBI OBITH CTEPHABHBIMI U AIINPOTEHHBIME). AAS TTepeMeIBaHns
AKKYPATHO IIEPEBOPAYMBAIOT (PAAKOH (I1aKeT) BO m3bexaHme neHooopasosanus. [Tepes BBeAeHIEM HEOOXOANMO
OCMOTPETH PACTBOP HA IIPEAMET OTCYTCTBUA IIOCTOPOHHUX IIPHMECEH HAM M3MEHEHHA OKPACKH.

[TpuroroBacHHBIT HHMY3HOHHBII PACTBOP (PU3HUECKN M XUMUYICCKH CTADUACH B TeUeHHE 12 9acOB IIpu KOM-
HATHOI TEeMIIEPAType HAX B TedeHne 24 gacos mpu Temrepatype ot 2 Ao 8 °C.

ITpemmapar BBOAAT TOABKO BHYTPHUBEHHO KaIleABHO, YePe3 OTACABHBIN Katetep! BBoauTs mpemapar
BHYTPUBEHHO CTPYHHO MAU GOAFOCHO HEAB3!

PekoMenAyemas HauaAbHAsi CKOPOCTH 11epBoit mH(ysun 50 mr/4ac; mocae mepsex 30 MEH CKOPOCTH MOKHO
yBeAmanBath Ha 50 Mr/9ac kamablie 30 MIH, AOBOAS AO MaKCHMaABHOI ckopoctr 400 mr/4ac.

[Tocaeayrommue nadysnu MoxHO HadrHATSH O ckopoctu 100 Mr/4ac u yBeamansars ee Ha 100 Mr/gac kaxapie
30 mun A0 MakcumaAbHOI ckopoctu 400 mr/gac.

Aemanvio ungopmayus npedcmasena 6 uncmpyKyuu no npumenenuro aexapemeernozo npenapama (em. 1 ocydapemserinsii
peecrnp aexapemserineix cpedems, bhttp:/ [ gris.rosminzgdrav.ru).
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[punoxenune b. Anroputmsl encTeuii Bpaua

noaxonabl K NEYEHUIO AHLA-TH

AAB/AHLA-TH

\ 4 \ 4

g AAB 6e3 xu3sHeyzpoXxaruwux nposseHul h g usHeyzpoxatouwjue nposeneHus AAB h
u wn
\Hemm«enbui AHL|A-TH (Cr< 354 mmone/n 6e3 nompebHocmu 8 3[1T) )) q msxenoiii AHYA-TH (Cr > 354 mmons/n u/unu 3[1T) )
Y Y | Y v | Y
g PTM* PTM* LIOA (MMO)## L®A h g - L®A + PTM h
* * + * Mnasmoo6meH +
q K aBaKkonaH K aBakonaH | K )
I [ [ | |
I I
OueHka 3¢ PeKra/ocnoxHeHnn OueHKa 3¢ deKTa/ocnoxHeHnn
3-6 mec. 3-6 mec.
[ [
Pe¢paKTepHOCTb Ped)paKTepHOCTb
MoppepxuBatowan JKCnepTHbIN MoppaepxuBaiowasn DKCNepTHbIN
Tepanus LeHTp Tepanusa LeHTp
Y Y
PTM AsatnonpuH o Konsepcus: PTM AsatnonpuH ¢ KoHusepcus:
+ + PTM Ha LIOA + + L®A Ha PTM unu LOA+PTM
K K L®A Ha PTM unu LOA+PTM K K e YBenunuuntb: fo3bl NK
MMO Ha LIOA e PaccmoTpeTb: aBaKomnaH
MM® Ha PTM e lo6aButb: BBUT

o YBenuuutb: no3bl NK
e PaccmoTpeTb: aBakonaH

MpumeyaHna K pUCYHKy:
* BO3MOXKHO pacCMOTpeTb coyeTaHue ¢ 2 MHby3nammn uuknopocpammpa**

## KombrHauma #mnkodeHonata modeTtnna** u rioKoKOPTUKOUAOB MOXKET ObITb MCMONb30BaHa A1A UHAYKLMN PEMUCCUN Y OTAENbHBIX MaLeHTOB
¢ HetAxénbiM AHLIA-TH 1 B OTCyTCTBMe TAMXENBIX XKN3HeYrpoxatowmx nposasneHnin AAB n/unm npy npoTrBonoKasaHUAX K Ha3HauYeHNo U He-
KenaTenbHOCTY NpUMeHeHuA Lyknodochammaa

a - Bbi6op mMexay putykcumabom** n yuknopochammgom** ona MHAYKUMM peMnccun:
* PUTYKCUMAG*™ npefnoutnTenbHee — coxpaHeHne ¢epTUIBHOCTY, HEMOLLHbIE AN, BaXHO WajaLlee NPYMEHeHNe roKOKOPTUKONOB,
nmmyHoderoTnn Mp3-AHLA, HenepeHocmocTb Lrknodochammupa**;
o unknopochamua* npepnouTuTenbHEE — TAXKENOE NOPAKEHME NMOYEK C YPOBHEM KPeaTUHIHA B CbIBOPOTKE >354 MKMONb/N 1/vnu 6bICTpbIMU
Temnamu cHmkeHna pCKO.

b - ABakonaH npegnoutuTenbHee, YeM BbiCOKO#o3Hble K B criefylowmx cutyauusax:
o [MaLmMeHTbI C BbICOKUM PUCKOM TOKCMYHOCTU [K B aHamMHe3e: comyTCTByoLLve 3a6051eBaHs, KOTopble MOTYT yXyALMTbCA 13-3a IK; npeapigyLime
3nm3ofbl TOKCUYHoOCTH K
o [MaLMeHTbI C BBICOKUM PUCKOM TOKCUYHOCTM [K Ha OCHOBE BbICOKOW KyMynaT/BHOW A03bl [K 13-3a TAXecTn 3aboneBaHvs: 6onbluas Kymyns-
TVBHaA 403a B X04e VHAYKLMY; peLyamnBbl 3aboneBaHns; peppakTtepHOCTb 3aboneBaHNA K Tepaniu
o [aLMeHTbI C BbICOKMM PUCKOM TEPMIHATIbHON MoYeyHon HegocTatoyHocTu: pCKD B Havyane nevexus <20 mn/mnH/1,73 m2; NMpopgosmkatowasncs
nporpeccna JUCGyHKLUM NoYeK B XOAe NeYeHns

¢ - Boibop mexay putykcumabom** n #asatronpmHoOM** ana nopaepkaHna pemmccni:
* PUTYKCUMa6** npepnoytutensHee — ummyHodeHotnn Mp3-AHLA, noxunbie/ocnabnerHble nauueHTsl, nocne peynansa AAB/AHLIA-TH, He-
nepeHOCUMOCTb #a3aTuonpuHa**;
« #azaTronpuH** NpeanouTUTENbHEE — HU3KUI YPOBEHb IgG <3 I//1, HEAOCTYMHOCTb/HENEPEHOCUMOCTb PUTYKCMMaba**.

CokpaweHus: Cr — KpeaTHuH cbiBopoTki; AHLIA-TH — AHLIA-accouumpoBaHHbiii rnomepynoHedpuTt, AAB — AHLIA-accoLmMnpoBaHHbIN BacKyuT,
LI®A - yuknodocdammng**; TK — rniokokopTukonabl; PTM - putykcnmab**; MMO - #mnkodernonata modetun**; BBUI - #ummyHornobynmH yeno-
BeYECKMN HopmanbHbI**; A3A - #azaTronpux**.
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[punoxenne B. MHpopmaums ans nauperta

CrcreMHbBIE BACKYAHTBI, ACCOIIMUPOBAHHBIE C AHTHTEAAMH K ruTorAasme Heldtpoduaos (AHIIA) — s1o ay-
TOUMMYHHAA OOAE3Hb, IIPH KOTOPOH IIPOUCXOAHUT BOCITAACHHE U ITOBPEKACHHE MEAKHX KPOBEHOCHBIX COCYAOB
B pasAmdHBIX opraHax. CyIecTByeT HECKOABKO BAPHAHTOB 3a00AEBAHUA, IIPOABACHUSA (CHMIITOMEI) KOTOPBIX OT-
amaarores. AHITA-accormmpoBanmbie BACKYARTH — O4EHb PEAKOE 3a00AEBaHHE (32 TOA 3200A€BarOT 1-2 YeAoBeka
n3 100.000), 2 mpuauHEL ero pasBUTHA AO KOHIIA HE ACHEL

V 3AOpOBBIX AFOACH MMMYHHAS CHCTEMA CIIOCOOHA ITPABHABHO PACIIO3HABATD IYKEPOAHBIE SIACMEHTHI, ITOIIAB-
IIMe B OPraHu3M, HAPUMED, OAKTEPUH U BUPYCHI, U YHHYTOXKATH UX C IIOMOIIBIO CIEIIMAABHBIX KACTOK 1 AHTH-
TeA. AyTOMMMYHHBIEC 3200A€BAHNA PA3BUBAIOTCA U3-3a COOA B pabOTE NMMYHHOM CHCTEMBI, KOTOPAs OIIHOOYHO
aTakyeT KAeTKH 1 TkaHu cooctsenHoro teAa. [Tpn AHIIA-accormmpoBaHHbIX BACKYANTAX OCOOBIH THIT aHTHTEA,
AHIIA, B3anMOAEHCTBYET € KACTKAMH MMMYHHOR CHCTEMBI — HEHTPOUAAMH, H3-32 YETO OHM HAYMHAIOT ATAKOBATH
U IIOBPEKAATh CTEHKH MEAKHX KPOBEHOCHBIX COCYAOB (karmmAAApoB). [Toaromy mpn AHITA-acconmmpoBannex
BACKYAHTAX B IIEPBYIO OYEPEAD CTPAAAIOT OPTAHEL, B KOTOPBIX MHOTO KPOBEHOCHBIX COCYAOB — ITOYKH, ACTKHE, KOKA,
HepBHadA cucrema. [lopazkenne ovexk Ipu CUCTEMHOM BacKyAmTe, Tak HasbiBaembrii AHIIA-accormmpopannbrit
FAOMEPYAOHEPUT, MOKET B TEIEHUE HEKOTOPOIO BPEMEHHU HE COIIPOBOKAATHECA OOABIO HAH OTEKAMH, HECMOTPA
Ha BBICOKYIO aKTUBHOCTb OOAE3HH U OBICTPOE PA3PyIIEHHE TOPAKEHHOIO OpPIaHa.

Amarnos AHITA-accormupoBaHHOro BACKyAHTA MOKET OBITH YCTAHOBACH TOABKO BPAYOM Ha OCHOBAHHM pe-
3YABTATOB AADOPATOPHOIO M HHCTPYMEHTAABHOTO 0OcAeAOBaHuA. [ToMIMO 001Iiero aHaAm3a KpoBH 1 OOIIIETO aHa-
AM32 MOYH, OMOXHMIYECKOTO AHAAN3a KPOBH, HEOOXOAMMO BBIITOAHITH AHAAN3 KPOBH HA AHTUTEAA K IINTOIAA3ME
Heirrpoduros. Ecanr obcaeAoBaHme YKa3bBaeT HA TIOPAKECHIE IOYCK (TIOABACHIE KACTOK KPOBH M OCAKA B MOYE,
HOBBIIICHNCE KOHI[CHTPALINH KPEATHHIHA B KPOBH), BPAYN IIPOBOAAT OHOIICHIO ITOYKH — HCCACAOBAHIE HEOOABIIIOTO
(pparmeHTa MOYKH, TOAYYEHHOTO € IIOMOINBIO IIPOKOAA CIIEIINAABHON HIAOH. BHOmICHA MOYKH HEOOXOANMA AAS
HOATBEP/KACHISA AMATHO32 H OIICHKH ITPOTHO3a 3a00AEBAHIA BCEM ITAIMECHTAM C IIPU3HAKAMI ITOPAKEHHUA IIOYEK
npu AHITA-acconuupoBaHHOM BacKyAHTE.

AHITA-acconuupoBaHHbIe BACKYAHTHI HE IPOXOAAT CAMH ITO ceOe O3 CrermaAbHOro AedeHud. OTka3 marenTa
OT A€YEHUA C OOABIIION BEPOATHOCTBIO IIPHBEAET K HEOOPATHMOMY ITOBPEKACHUIO IIOYEK, ACTKUX 1 APYTUX HKH3-
HEHHO BaKHBIX OPTIAHOB C PA3BUTHEM IIOYEUHOH 1 ABIXATEABHOIN HEAOCTATOYHOCTH, 4 B TAKEABIX CAYIAAX — K CMEPTH
narerTa. CyInecTByroT pasAndaHbie ITOAXOAB! K Aegernto AHIIA-acconumpoBaHHbIX BACKYANTOB, BCE OHI HAIIPAB-
AEHBI Ha IIOAABAEHHE AKTHBHOCTH MMMYHHOI CHCTEMBI, ITO OCTAHABAMBAET ITOBPEKACHNE IIOPAKEHHBIX OPIAHOB.
Bpadn MoryT HasHAYATE PASAHMYHBIC COYCTAHUSA ACKAPCTB, YTOOBI AOCTHYb PEMUCCHU 3a00ACBAHUA — COCTOSHIA,
IIpU KOTOPOM aKTHBHOCTB OOAE3HH OTCYTCTBYET. CBOCBPEMEHHOE HAYAAO ACUCHIUSA H PA3YMHBIN BEIOOP IIPEIIAPaTOB
IIO3BOASIFOT COXPAHHTD BEICOKYIO IIPOAOAKHTEABHOCTD U KAYECTBO KU3HH IAHEeHTOB. OAHAKO CACAYET IIOMHHTb
o tom, uro AHIIA-acconnupoBaHHbIie BACKYAUTE — XPOHUYECKOE 3a00ACBAHIE, IIPH KOTOPOM MOIYT Pa3BUBATHCH
oOocTpenus (IIOBTOPHBIE SIIHM30ABL YXYAILICHHA) IIOCAC 3aBEPILEHIA OCHOBHOH (assl AedeHus. B cBAsu ¢ atnM
IAIIHECHTAM CACAYET PEIYAAPHO HAOAIOAATBCA § ACYAIIEIO Bpavya-HePPOAOTa U HE IIPOIYCKATD 3AIIAAHHPOBAHHEIC
KOHCYABTAIINU 1 OOCACAOBAHUA, HECMOTPA HA XOPOIIIEE CAMOYYBCTBHE.
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[punoxenue I. LLkanbl oueHkM, BONPOCHUKM U ApPYrMe OLEHOUHbIe
MHCTPYMEHTbI COCTOSIHMUS MALMEHTA, NMPUBEAEHHbIE B KITMHUYECKUX
PeKOMEHAALMSX

1. BupMuHreMcKkuii HHA€KC aKTUBHOCTH BACKYAWTA, Bepcud 3
Hassanue na pycckom 23vice: BupMUHIeMCKUIT HHAEKC aKTHBHOCTH BACKYAHTA, Bepcus 3
Opueunanvnoe nassanue: Birmingham vasculitis activity score (BVAS), version 3

Hemounux (odpuynarsmviii caiim paspabomuuxos, nybiuxayus c 6asndayuerr): Mukhtyar C. et al. Modification
and validation of the Birmingham Vasculitis Activity Score (version 3). // Ann. Rheum. Dis. 2009. Vol. 68, Ne12.
P 1827-1832.

Tun:
— IIIKaAQ OLICHKHA

— HHACKC
— BOIIPOCHHK
— ApPyro€ (YTOYHHTB): HET

Hasnauenue: xonnyecrsennas OIICHKA aKTUBHOCTH CHUCTEMHOI'O BACKYAHUTA 11O KAMHHUYCCKUM HpOHBAeHI/IHM

Codepycanue (mabaon):

MaymneHT: [aTta poxgeHusa: Cymma 6annos:
Bpau: [aTa oueHKku:

OTMeyanTe TONbKO MyHKTbl, OTHOCALYMECA K aKTUBHOMY BacKynuty.  Ecnu Bce nposBneHvs o6ycioBnieHbl NepcucTrpyioLen

Ecnv HapyLueHUi, OTHOCALMUXCA K pa3fesy He BbiiBIEHO, OTMETbTE  aKTMBHOCTbIO 60N1e3HU 1 He ABNAOTCA HOBbIMMU, T.€. MOSBUMNCH

«Het» paHbLue, Yem 3a 4 Hefl. O OLEHKM, TO CyMMUPYIOTCS Gasibl
B CTONOLe «MepcucTupytoLasy. Mpu Hanuumm xoTs 6bl OBHOTO
HOBOTO NPOSBIEHNA UV OTPULIATENBHOWN AUHAMIKU MO OAHOMY
13 HUX CyMMUPYIOTCA 6ansibl B CTONGLIE «HOBOE MposABIeHne/

yXyALWweHne»
Mepcuctupyrowian Hosoe npossneHune/
aKTUBHOCTb yXyALlleHne

1. 06w Me NpoABNEHNA — MaKCMMyM 6annoB 2 3
Mwanruna 1 1
ApTpanrua/apTput 1 1
Jlnxopagka =38°C 2 2
CHVKeHVe macchl Tena Ha =2 Kr 2 2

2. KoXXHble — MaKkcumym 6annos 3 6
NHbapKTbl KoXK 1 2
Mypnypa 1 2
A3Bbl 1 4
+ FaHrpeHa 2 6
[pyrvie NnpoaBAeHna KOXKHOro BacKymTa 1 2

3. CnusucTble 060N104YKM/OpraH 3peHNa — MaKCUManbHbI 6ann 3 6
f13Bbl Ha CIM3MCTOM NONIOCTY PTa 1 2
[eHuTanbHble A3BbI 1 1
ApHekcnt 2 4
3HauUMmbI NTO3 2 4
Ckneput/anuckneput 1 2
KoHbloHKTUBUT/6nedaput/kepatnt 1 1
3aTyMaHeHHoe 3peHune 2 3
OcTpas notepa 3peHun HeT 6
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Yseut 2 6

< MopaxkeHmne ceTyaTKm (BacKynut/Tpom603/ s3Kccypat/
KpOBOU3NNsHNE)

N
[e)}

4. JIOP-opraHbl — MaKCUMasnbHbIii 6ann
KpoBaHucToe otaensemoe 13 Hoca/ KOpKW/ A3Bbl/ rpaHynembl
CrHycut 1
MoacknagoYHbI CTeHO3 3
KoHAyKTrBHaA Tyroyxoctb 1

“ HenpoceHcopHas Tyroyxoctb

w N

5. OpraHbl FpyAHOI NOMIOCTU — MaKCMManbHbI 6ann

—_

Xpunbl
MaArkoTKaHHble oyaru U NonocTu HeT
[neBpanbHbI BbINOT/ NIEBPUT

NHunbTpaTthl

SHAO6POHXMaNbHOE NopakeHne

« MaccuBHoOe KpoBoxapKaHbe/ afibBeonsipHOe KpOoBOTEeYeHe
< [bixaTenbHasA HeAOCTaTOYHOCTb

6. Cepaey4HO-coCcyanCTble — MaKCUMarnbHbIi 6ann

—_

OTcyTcTBME NYNbCaLUn neprudepuyecknx apTepun

N

[NopaxeHune KnanaHoB cepaLa

—_

MNepukappnt
“ Nwemunueckne 6onu B o6nactu cepaua
< Kapaunomuonarus
+ 3acToliHaA cepaeyvyHaa He[OCTaTOYHOCTb
7. OpraHbl GPIOLWHON MONOCTY — MAaKCMMAJIbHbIN 6ann
MeputoHUT

[napes c npyMecbio KpoBm

w b~ A N NN
A OV VU V. OO O A W A MO ODO DA B DB WDNOOODWON DO

< bonun B XKMBOTE NLLIEMMNYECKOrO TUNa

O N W W A W W N

-_
N

8. MouKm — MakcmanbHbI 6ann

—_

ApTepuanbHas runepTeH3us

MpoTennypua >1+

* lematypua 210 B n/3p

KpeaTnHunH cbiBopoTku 125-249 mkmonb/n (1,41-2,82 mr/pn)*

KpeatnHuH cbiBopoTku 250-499 mkmonb/n (2,83-5,64 mr/pn)*

A W N WN
0w o0 b~ O b Db

+« KpeaTuHuH cbiBOpoTKMN =500 mKMonb/n (25,66 mr/gn)*

+* MNoBbIlweHne ypoBHA KpeaTUHNHa Ha >30% OT NCXOZHOTo
nnu cHmxkeHne CK® Ha >25% o ncxogHoro

(o)}

HeT

* OyeHusaemca moJsibKo npu nepgom ocmompe.

]

9. HepBHas cuctema — MakcumanbHbI 6ann 6

_

[onoeHas 60sb 1
MeHuHInT 1
OpraHnyeckoe HapylUeHne CO3HaHuA 1
Cypoporu (He cBsi3aHHble C NOBbILEHVNEM JABNEHWSA)
< Llepe6poBackynspHan Katactpoda

< MNopakeHne CNMHHOro Mmo3ra

+« NopakeHne YepenHo-mMo3roBbix HEPBOB

CeHcopHas nonvHerponaTma

w wWw w w w w
O O OO VW VW OV W Ww

+* MHO>KeCTBEHHbIi MOHOHEBPUT

10. Mpouee HeT HeT

% TAxenble NOpaxxeHus.
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Kntou (nHTepnpetauusn): 3HaueHne BVAS, paBHoe Hynto (0) cooTBeTcTBYeT pemuccun 3aboneBaHus. 3HaueHne BVAS >0 oTpaxaeT
akTnBHoCcTb AHL|A-accoummnpoBaHHoOro Backynuta. bonee Bbicokre 3HaueHua BVAS oTpakaloT BbICOKYIO aKTMBHOCTb 3aboneBaHus.
MposaBneHns, 0603HaueHHble KaK TaXKesible, TPeOyoT 0CO60ro BHUMAHMUA BPaya, MOCKOSbKY MOTYT B CYLLECTBEHHON CTEMEHWN ONpPeaensTb
NporHo3 3aboneBaHus.

MoAcHeHunA:

o [lpu nepBoii oueHke BVAS oTmeTbTe Bce NposBneHns 3aboneBaHnaA y naumeHTa, KOTopble Henb3A 00BbACHATL APYTMU NPUYMHAMK (Hanpu-
Mep, HexenaTteslbHbIMV ABNEHUAMI Tepanuu nekapcTBEHHbIMY NpenapaTtamu), Kpome akTnBHoCT AHLLA-accoummnpoBaHHOro BacKynmTa Kak
«HOBOE NMpoABeHNe/yXyaLWeHne».

o [lpu noBTOpPHOM OLeHKe BVAS B AMHAMMKE NPY HAMUMm XOTA 6bl OAHOTO HOBOTO MPOABIEHUS, NOABKBLUETOCA B TeUEHME 4 NPefLIeCcTBYOLNX
Hefenb, NV OTPMLATENbHO AUHAMMKI MO OBHOMY 13 NPOABNEHNI B TeYeHVe 4 NPeaLLecTBYIOWMUX Hefjenb, CyMMUPYIOTCA 6annbl B cTonbLe
«HOBOE NPOSABEHNEe/yXyALLIEHEY.

o [lpv noBTOpHOI1 OLeHKe BVAS B AMHamMuKe, eciiv Bce NposBiieHns 06yCI0BNEHbl MePCUCTVPYIOLLEN aKTUBHOCTbIO GONE3HU 1 He ABMAIOTCA
HOBbIMU, T.€. MOSABUINCD B Nepuog 4-12 Hed. (4o 3 Mec.) O OLEHKM, a BbIPAKEHHOCTb X HE HAPaCTaeT, TO CyMMUPYIOTCA Gasibl B cTonbue
«MePCUCTUPYIOLLAN aKTUBHOCTbY.

o [lpu noBTOPHOI OLleHKe BVAS B fiuHaMIKe NPOABNEHNS, KOTOPblE COXPAHAIOTCA Y NaLMeHTa B TeueHne 6onee yem 3 MeC. 1 He YXyALIALoTCA,
pacLieHMBaIOTCA Kak MOBPEXAEHMNE 1 HE YUNTbIBAOTCA.

Ecnv cymma 6annioB B KakoM-M60 13 pa3Aesnios NpeBbilaeT MaKCMManbHbIi 6ans, yKasaHHbIN B MEPBOI CTPOKE pa3fena, To B obLuiem cyeTe
YUUTBIBAETCA MaKCMManbHblid 6ann pasaena. Hanpumep, eciv y nauyeHTa ¢ Bepable BbisIBNIEHHbIM MOPaXXeHem noyek Cymma 6annos B pasgene
«8.MouKu» cocTaBnseT 16, UTo NPEBbILLAET MAKCMMabHO BO3MOXKHbII Gan 3a 31oT pasgen (12), To B 06Luyto cymmy 6ansios npu noacyeTe 3HaueHus
BVAS cnepiyet no6aButb He 16 6annos, a 12.

2. MHAEKC IOBPEXKAEHHA IIPU BACKYAUTE
Haseanue na pycckom a3vixe: VIHAEKC IOBPEKACHUA IIPH BACKYANTE
Opuzunasvnoe nazsanue: Vasculitis Damage Index (VDI)

Hemounux (opuyuanvoii caiim paspabom=uxos, nybanxayus c saindayueir): 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:

— IIKAAQ OIICHKI

— HHACKC

— BOIIPOCHHK

— Apyroe (YTOYHHTD):

Hasnauenue: xonnyecrsennas OITCHKA HAKOITACHUA HCO6paTI/IMI>IX M3MEHEHIH OpraHoB 1 TKAHEH BCACACTBHE
AKTUBHOCTH CUCTCMHOTIO BACKYAHTA UAW IIPOBOAIMOTO ACYCHHUS

Codeprycanue (mabaon):

MauuneHT: [ata poxkpeHusa:
Cymma 6annos:
Bpau: [laTa oueHKu:
Het na

1. CKeneTHO-MbilIeYHble
BblpakeHHasa MbilleyHas aTpodua nnm cnaboctb
NedopmmpyoLnii/spo3nBHbIN apTpuT
OcTeonopo3/KOMMNPECCUOHHbIN Nepesiom NO3BOHKa
AcenTnYecKnin HeKPo3
Octeomunenut
2. Koxa/cnusuncTble 060104KM
Anoneuunsa
A3BeHHble fedeKTbl KOXKHbIX MOKPOBOB
A13Bbl Ha CIM3UCTbIX
3. OpraH 3peHus
KaTtapakTta
M3meHeHnA ceTyaTKkm
ATpoduAa 3puTenbHOro HepBa

HapylueHue 3peHua/gunnonua
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HPOGKT MHULMATUBHBIX KMUHUYECKMX peKomer,au,Mﬁ N0 AMATHOCTUKE U NEYEHMIO NOPAXEHNSA NOYEK NPK AHLLA-OCCOLIMMPOBOHHI:IX BACKYNMTOX

Cnenota
[ecTpyKuma cTeHoK opouTbl

4. J1IOP-opraHbl
MoTepsa cnyxa
3anoXeHHOCTb HOCa/ OTAEeNnAemMoe 13 Hoca/ KOpPKK
Mepdopauus HocoBoi Nneperopofku/ aedpopmauns CNMHKK Hoca
XPOHNYECKNIN CUHYCUT/ PEHTrEHONOTYECKNE N3MEHEeHNA
MoacknafouHbIN CTeHO3

5.Jlerkue
JlerouHas runepTeH3na
JlerouHbiii Gnbpo3
WNHdapKT nerkoro
®rbpo3 nnespsbl
XpoHnyeckasa actma
XpoHunyeckas ofplika
[bixaTenbHasa HEAOCTaTOYHOCTb

6. CepeuHo-cocyancras cuctema
CreHoKapaua/aHrmonnacTmKka
NHpapKT mmokapaa

7. MopaxeHune neprdeprnyecKknx cocyaos
OTcyTCTBME NyNbcauuy nepridpepryecKon apTepun KOHEYHOCTN
Bropoi ann3op oTcyTCTBMA NyNbcaumy nepupepryeckon apTepun KOHeYHOCTH
CTeH03 KpynHoro cocyna
MNepemexatowwanca xpomota >3 mec.
Manas noteps TKaHen
KpynHasa notepsa TkaHemn
OCNoXKHEHHBI BEHO3HBI TPOMO03

8. XKenyaouHO-KMLIEYHbIN TPaKT
NHbapKT KnwKn/pesexkunsa
Me3eHTepuranbHasa HelOCTaTOYHOCTb/MaHKpeaTnT
XPOHMYECKNI NePUTOHNT
CTpukTypa nuuieBoaa/onepauma

9. Moukn
CHuxeHne CKO/pCKD Ha =50% oT ncxopHom
MpotenHypusa =0,5 r/cyT
TepMunHanbHaa noyeyHas HeJOCTaTOYHOCTb

10. HepBHasa cucrema
KorHutusHble HapyLleHua
Mcnxo3
Cypoporu
LlepebpoBackynsapHas Katactpoda
MopaeHne YepernHo-mMo3roBbliXx HepPBOB
MonuHenponatuna
MonepeyHbin Muennt

11.Mpoune
HapyweHune ¢pyHKLMM NONOBbIX XKene3
Mwuenocynpeccusn
CaxapHblii fuabet
XMNYeCcKnin uncTnuT
OHKonornyeckoe 3abonesaHuve

NHoe
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H.M. bynaros, E.B. 3axapoea, H.J1. Kosnosckas # coaer.

Kntoy (MHTepnpeTauvm): yBenmyeHne cymmapHoro 6anna VDI c TeueHnem BpEeMeHU yKa3blBaeT Ha HaKonjieHne faneko 3aleiwmnx n/unv Heob-
pPaTnMmbIX N3MeHeHUN OpraHOB BCNeACTBME NOBPEXAEHNA NX PaMKaX AHLlA-aCCOU,I/II/IpOBaHHOFO BaCKynu1Ta, passntnA OCJIOXXHEHMIA 3a60NeBaHNA
NN ero nevyeHunsa.

MNoAacHeHus: npwu 3anosiHeHn cnefyeT y4YnTbiBaTb JINLWb NPOABNEHNA, KOTOPbIE pa3BUNIUCH Nocsie ,qe6|0Ta CUCTEMHOTrO BaCKynnTa 1 COXpaHa-
l0TCA >3 Mec. 3a Kaxabln MYHKT Ha4ncnAaeTca oauH 6ann. B otnmune ot nHaekca BVAS cnefyeT ydnuTbiBaTb He TONIbKO NMPOoABNIEHNA, pa3BuBLUMECA
BCneAcTBme akTMBHOCTU 3a601eBaHNA, HO U HEXesaTesIbHble SABMIEHNA Tepanun. BennumHa nHgeKkca B fUHaMMKe MOXET b yBenmumeatbCa nnun
OCTaBaTbCA I'Ipe)KHeVI, HO He CHUXaTbCA (BCE N3MEHEHMS pacueHnBaloTCA Kak I'IepMaHEHTHbIe).
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