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Cnucok coxkpaueHui

ayT1o-TI'CK — TpaHcnnaHTanus ayTOJOIMYHBIX T€MONO3TUYECKUX CTBOJIOBBIX KIETOK
BBII — BeDKMBaeMOCTh 0€3 MPOrpecCUpOBaHUS

BJIXT — BbICOKOAO3HAsI XUMUOTEPAIUS

BO3 - Bcemupnas opranusanus 31paBOOXpaHEHuUs

KM — KoCcTHBII MO3T

KT — komnbroTepHast ToMorpadus

MI'TI3 — MOHOKIJIOHAJIbHAsA FraMManaThs ¢ IOYEYHbIM 3HAYEHUEM

MM — MHOKECTBEHHAs1 MUEIIOMa

MPT — MarHUTHO-pE30HAHCHAsI TOMOTpadus

OB — o6m1as BBDKHBaEMOCTb

OxYP/OxYO — oyeHb XOpOIIasg YACTUYHAS PEMUCCHS / OYCHb XOPOIINN YaCTHYHBINA OTBET
IIK — niia3maTtuueckas KieTka

ITP/T1IO — nonHas peMuccus / HOJHBIA OTBET

MIT-KT — no3uTpoHHAs YMHUCCUOHHAs TOMOTpadusi, COBMEIIEHHAS CKOMITBIOTEPHOM

ToMorpaduein

CJIL — cBOOOIHBIE JIETKUE LIETTH UMMYHOTJIO0YJTMHOB

CK® — cxopocTh KIIy00uKoBO# punbTpanmu

CO?9 - ckopocTh OceaHus SPUTPOLIUTOB

cIIP/cI1O — cTporas nmosHast peMHCCHUS/CTPOTHIl MTOJTHBIA OTBET
¥Y3U — ynbTpa3ByKoBO€ UCCIIEIOBAaHUE

XBII — xponuueckast 60J1e3Hb IOYEK

YP/HO — yacTuuHas peMUcCUs /9aCTUYHBIA OTBET



IxoKI — sxokapauorpadus
KT — snexTpokapauorpadpust

AL-A — AL- amunonnos

BeD - xypc xumuorepanuu #6enaamycTun**+ #nexcamerazon™*

BeP — xypc xumnorepanuu #0eHaamyctun** + #npeanuzonon™*

C3 — ki1104€BOI KOMITIOHEHT KOMIUIEMEHTA, YYaCTBYIOIIUN B KIIACCHYECKOM U aJIbTEPHATHBHOM

MYTH aKTUBALIUU CUCTEMbI KOMIUIEMEHTA.

DaraVCd — kypc xumuorepanuu #naparymymad™* + #6opresomudc™** + #uuknodpochammm™*

+  #nexcameTazoH**

FCR-lite — kypc Tepanuu #pnynapadbun** +#uknopochamun™*+ #purykcumado™*

HBSsAg — noBepXHOCTHBIM aHTUI'E€H BUpyca renarura B

IxaCd- kypc xumuotepanuu #ukcazoMuo** + #ruknopochamua™**+#nexcamerazon™*

Ixad — kypc xumunorepanuu #ukcazomu0** + #nexcamerazon™*

Md —kypc xumuoTepanuu #mendanan** + #nekcamerazon®*

NCCN (National Comprehensive Cancer Network) — HanimoHanbHas ceTh 1o 60pbbe ¢
pakom

NT- proBNP — N-tepmunHanbHblii (pparMeHT HaTpUypeTUIECKOTO MENTHAA

PomD - xypc xumuoTepanuu #roMmanuaoMua**+ #aexcamerazon™*

Rd — kypc xumuorepanuu #ineHaauaoMua* *+#nekcamerazon™®*

RCd - xypc xumuotepanuu #ieHanunoMun* *+#uuknodochamun**+#nexcamerazon™*

RMd — kypc xumunorepanuu #ieHanuaoMua* *+ #menpanan**+#nekcamerazon**

Ritd — xypc xumunorepanuu #purykcumad**+ #nexcamerazon™*

RitBe — xypc xumnoTepanuu #putykcumad™* + #oennamyctun™*

RitCd — kypc xumunorepanuu #purykcumad **+#unknodochamug* *+#nexcamerazon™*

RitVd - #purykcumadb** + #6oprezomud** + #nekcamerazon™**

SUF — crangapTH3MpOBaHHbIN ypOBEHb 3axBarta paguogpapmipenapara (Standardized Uptake

Value)

VCd - kypc xumuorepanuu #6oprezomud** + #rmknopochamua™*+ #nekcamerazon™*

Vd — kypc xumuoTepanuu #oopre3omMud** + #nexcamerazon™*

VEGF (vascular endothelial growth factor) — ¢pakrop pocra sHIO0TENHS COCYIOB

VMd - kypc xumuorepanuu #6oprezoMud* *+#mendanan**+#nexkcamerazon™*

** — )KU3HEHHO HEOOXOAMMbIe U BaXKHEHIIINE JIEKapCTBEHHBIE TperapaThl



# — npenapar, HpI/IMeHHIOH_II/II\/JICSI HC B COOTBCTCTBHU C IIOKa3aHUAMU K IPUMCHCHUIO H
MMPOTHUBOIIOKA3aHUSAMU, criocodbamu MMPUMCHCHUA U N03aMHU, COACPIKAIMMMUCA B UHCTPYKIIUU 10

NIPUMEHEHHUIO JIeKapCTBEeHHOT O npemnapara (off-label)



TepMHHbl H onpeacJicHus

AL-amuion1o3 — KiIoHalnbHOe B-kierounoe 3aboineBaHue, NpU KOTOPOM abeppaHTHBIE
IUIa3MaTU4ecKue KIETKH (pexe B-nmuM¢pouuTsl) mpoaylnupyroT MOHOKJIOHAJIbHBIE CBOOOHBIC
JIeTKAE IIeTM MMMYHOTJIOOYJTHMHOB, OTKJIAJbIBAIONINECS B COCTaBe aMWJIOHIA B pa3IMYHBIX
opraHax, BbI3bIBas MX IUCHYHKIIHUIO.

B-THn HaTpUilypeTH4ecKoro memnrTuaa — IENTU], CUHTE3UPYEMBbIH B JKEIyI04Kax cepala B
OTBET HA DACTSHKCHHE MHOIMTOB H/MIU Teperpy3ky naaBieHueM. OH BBIIENAETCS B BHIE
aKTUBHOTO TOpMOHA M HeakTuBHOTO N-KkoHI1eBoro (hparmenta (NT-pro-BNP).

MHokecTBeHHAasi MHMesJdoMa — B-kieTouHas 370KayecTBEHHAsl OITyXOJb, MOP(OIOTHYECKHM
cyOcTpaToM KOTOPOH SIBJISIOTCS IUIa3MaTHYECKUE KJIETKH, MPOAYLUPYIOIINE MOHOKIOHAIBHBIN
umMmyHornooynuH. CormacHo mocneaned Bepcun kinaccupukanmu BO3 2017 r. tepmuH
«MHO’KECTBEHHAsl MUEJIOMa» 3aMEHEH Ha TEPMUH «ILIa3MOKJIETOUHAsI MUEJIOMa» — 3a00JieBaHHeE,
XapaKkTepu3yroleecs: MyJIbTU(POKATBLHON Mpoiudepanreld HeOIIaCTHYECKUX IUIa3MaTHUYECKUX
KJIETOK, aCCOLIMMPOBAHHOE C CEKpelnell MOHOKIIOHAILHOTO HIMMYHOTTIO0YJTHHA.
MoHok/IOHA/IbHAsT ~ raMManaTusi —  COCTOSIHME,  XapaKTEpU3YIOLIeecs  HaludueM
MOHOKJIOHAJIbHOTO UMMYHOTJIOOYJINHA.

MoHOK/IOHAJIbHAS TAMMANATH ¢ oYeYHbIM 3HaYeHueM (MI'TI3) - naTomoruueckoe
COCTOsIHUE, 00YCIOBIIEHHOE Mpoiudeparuenl Ki1oHa B-KiIeTok nim ra3MaTiieckux KIeToK, He
JOCTHUTAIOMIET0 KPUTEPHEB, HEOOXOIUMBIX Ul Hauasa JIEYSHHUS 0 OHKOT'€MaTOJIOTHUECKUM
MOKa3aHUAM, HO IIPOYyLUPYIOLIETO HEPPOTOKCUUHBIM MOHOKIOHAIBHBI UIMMYHOTJIOOYTHH,

YTO MPHUBOAMUT K CIEHU(PHUUESCKOMY MOBPEKICHUIO MOYEK C HEYKIOHHBIM IPOTpPEecCHpOBAHHEM
MOYEUHOW AUCHYHKIMU U YXYALICHUEM IPOTHO3a

MoOHOKI0HAJBLHBIN UMMYHOIJI00Y/IMH (MapanpoTenH) — UMMYHOTJIOOYJIMH OJHOTO KJlacca,
KOTOPBI CUHTE3UPYETCS B U30BITOUYHOM KOJMYECTBE KJIIOHAIBHOM IMJIa3MaTHUYECKOUN KIETKO.
IInazmaTtnyeckass KJeTKa — KOHEUHbIM dtan  auddepeHuupoku  B-nmumdonuTa.
@OyHKIIMOHANbHAS AKTUBHOCTh — YydyacTHe B (OPMUPOBAHMM T'yMOPAJIBHOTO HMMYHHTETA,
MPOIYKIUS AaHTUTEN.

Pemuccusi — mnepuon TeueHHs 3a0o0NeBaHMs, KOTOPBIM XapaKTepu3yeTcs 3HAYUTEIbHBIM
oca0JIeHueM WIIN TIOJIHBIM MCUE3HOBEHUEM CHMITOMOB 3a00JIEBaHUS, B TOM YHCIIE MO JaHHBIM
BBITIIOJTHEHHBIX JJAOOPATOPHBIX U MHCTPYMEHTAJIBHBIX METOJIOB UCCIIEA0BAHNUS.

PeuuauB — Bo3BpaT mposiBIeHUI 3a00JeBaHMs, B TOM YHCJE U 10 JaHHBIM Ja0OpaTOPHBIX H

HHCTPYMCHTAJIbHBIX METOA0B HC CHGI[OBaHPII‘;I.



CBoOoaHbIe JierKHe e MMMYHOIIO0YJIHHOB — JIETKHE LIENM, HE CBA3aHHBIE C MOJIEKYJION
MMMYHOTJIOOYJIMHA Y IUPKYJIUPYIOIIHME B TJIa3Me.
T-tpononun/ I-TponmoHuH  — O€JIOK, KOTOPBIA COAEPIKUTCS B CEPIEYHOM MBINIE U

BBICBOOOXK/Ia€TCS B KPOBb IIPY OBPEKICHUN MHOKap/a.
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1. KpaTtkas nndopmanus no 3a001eBAaHUI0 WIH COCTOSHHUIO

(rpynme 3a00/1eBaHMI WJIH COCTOSTHHI)

1.1. Onpenejaenue 3a00JeBaHNSA UM COCTOSAHNSA (rPyHNbI 3200J1eBAHNI UJIN COCTOSTHHI).

1.1.1. MoHOK/JIOHAJILHASI TAMMANATHA ¢ NOYe4YHbIM 3HaYeHuem (MI'TI3)
K MOHOKIOHAJIBHONM raMManaTiy ¢ MOYE€YHBIM 3HAYEHHEM OTHOCAT 3a00JIeBaHUS IIOYCK,

pa3BUBAIOIIMECS BCJIEJICTBHE MOBPEKICHUS MOHOKIOHAIBHBIM MMMYHOTJIOOYJIMHOM, ITPH
3TOM TI'eMaTOJIOTHYECKUE MapaMeTpsl B-TUMQOIUTapHOro MM MIa3MaTUYECKOTO KJIOHA He
COOTBETCTBYIOT KPUTEPUSAM JUIsl Hayajla IPOTUBOOONYX0JeBoil Tepanuu [Ommuodka! UcTounnk

CCHLJIKM He HaiiJieH., 2] .

1.1.2. AL amunonno3
AL amumnonno3 (AL-A) - 3a0oneBanue, npu KOTOpOM abeppaHTHbIE IIa3MaTHYECKUE KIIETKH

(pexe B-muMdouuTh) TOPOAYHUPYIOT MOHOKJIOHATBHBIE  CBOOOJHBIC  JIETKHE  LIEMH
UMMYHOTJIOOYJIMHOB, OTKJIAJBIBAIOIINECS B COCTaBE aMUJIOU]A B PA3IMYHBIX OpraHax, BBI3bIBAs
ux nucynkuuio. CornacHo nmocnenHeil Bepcuu kiaccupukamun BO3 2021 r. repmun «AL
aMWJIOUI03» 3aMEHEH Ha «HMMYHOTJOOYJIWH accouMupoBaHHBIN (AL) amwinounmos» u
paccmarpuBaeTcsi B mojpaszene «3aboyeBaHusl, CBA3aHHBIE C OTJIOKEHHEM MOHOKJIOHAIBHBIX
UMMYHOTJIOOYTHHOBY» pasfena «llna3mMokineTounsie HOBOOOpa3oOBaHUsI M JIpyrue 3a00JIeBaHUSA,

CBSI3aHHBIE C NapanpoTeuHoM» [3].

1.1.3. POEMS cunapom
POEMS cunzapom — peaxoe 3aboneBaHne, Ha3BaHUE KOTOPOTO MPEACTaBIsIET COO0N aKpOHUM U3

OCHOBHBIX CUHJIPOMOB (TIOJMHEWpONATUs, OPraHOMETalns, S3HI0OKPUHONIATHSI, MOHOKJIOHAJIbHAS
raMManarusi, i3MeHeHus: koxu) [4, 5]. B kmaccudukanum omyxosneid KpoBETBOPHOIH CHUCTEMBI
BO3 2021 r. POEMS cuHApOM OTHOCHUTCS K IIa3MOKJIETOYHBIM OIYXOJISIM KOCTHOTO MO3Tra ¢
aCCOIIMMPOBAHHBIM TMapaHeomacTuueckuM cuuapomoMm  [3]. Hpyrue nHazBanus POEMS
CHHIpOMA - OCTEeOCKJepoThieckas Muenoma, cuapom Takarcyku (Takatsuki), cunapom Kpoy

— dyxkace (Crow—Fukase ) [6, 7].

1.2 ITHOJOrUg M NATOreHe3 3200J1eBAHMS WU COCTOSAHHNA (rpynnbl 3200J1eBAaHUI WJIH

COCTOSIHMA).

1.2.1. MoHOK/IOHAJIbHASI TAMMAINATHS € TOYEeYHBIM 3HAYCHHEM
ITpu MITI3 aGeppaHTHBIE IUIa3MATUYECKUE KICTKU W/WIK  B—1uMQpOUUTHl CeKpeTUpyroT

MOHOKJIOHAJIbHBIH MMMYHOTJIOOYJIMH, KOTOpPBIA  NPSAMO HJIM OINOCPEIOBAHHO  BBI3BIBACT
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MOBpEXAeHHUE MToueK. IIpu 3TOM OTCYTCTBYIOT JUAarHOCTHMUECKUE KPUTEPUU CUMITOMATHYECKON
MHOKeCTBeHHOW Mmuenombl (MM), makpornoOynuHeMun BamnbaeHcTpema WU pa3BepHYTOH
CTaguHM XPOHMYECKOro JUM(pOIMUTApHOro Jeiko3a. [lmazmokneTodynas wiu nuMponMTapHas
HEOIUIa3Us COOTBETCTBYET NapamMeTpaM MOHOKJIOHAJbHOW raMMmamnaTHUd HESCHOIO 3HA4YEHHS,
Tieomeit MM,  Tieromeit MakpornoOynmuHemun BanbaeHcTpema, MOHOKIOHaJIbHOMY B-
TUM(OIUTO3Y, XPOHUYECKOMY JHM(poNeHKko3y B HadaldbHON cTaauu — 3a00JeBaHUSAM, IPH
KOTOpBIX IpUHATA BBDKUAATEIbHAS TAKTHKA B OTHOLIEHMM Hayajga IPOTUBOOITYXOJIEBOM
Tepanuyd. OJHAKO MOpPaXEHHE IOYEK IAPAIPOTEMHOM — MpsMOE IOKa3aHWEe K  Hadaily
KJIOHPEIYLUPYIOUIeH Tepanuy, HECMOTps Ha «JI00pOKAYECTBEHHOCTH»  JUM(OUIHOTO WIH
MJIa3MaTUYECKOr0 KJIOHA. Baxnoit  ocobennocteio MITI3 sBusiercs HedDPEKTUBHOCTH
CTaHJApTHONH HMMMYHOCYIIPECCUBHON Tepanuy, IPUMEHIEMOI B ieueHUH 3a00J€BaHHI TTOYEK, a
takke pasButue B 90% cioyyaeB BO3BpaTHOW HedpomaTHH TpaHCIIaHTATa I0CJIE
TpaHcIUiaHTanuu nouk [Ommoka! UCTOYHMK CCHUIKH He Hal/IeH., 2].

MITI3 XapaKTepu3yeTcss HHU3KUM COJIEpXKAHHEM IapanpoTerHa, HEPPOTOKCUYHOCTD
KOTOPOT'O CBSI3BIBAIOT ¢ OCOOBIMU (PU3HMKO-XUMHUYeCKUMH cBoiictBamMu. MITI3 — o6o0mienHoe
Ha3BaHME OOJIBIIIOTO CHEKTpa TOPAKEHWH TMOYEK, IaToreHe3 KOTOPhIX HMMEET CBOU
ocobenHoctH. Ilpu npokcumanbHoO# TyOynonaTuu MoHokioHaIbHBIE CJIL] MMMyHOTTIO0YIMHOB
BCJICJICTBHE MYTallud B BapuaOelIbHOM JIOMEHE TIEepecTaloT MOIBEprarbCsi MPOTEONU3y H
HAKaIlJMBAIOTCS B LIUTOIIA3ME KJIIETOK B BUJAE KPUCTAJUIOB. Takue KpUCTaUIbl WM BKJIIOUEHUS
C MOHOKJIOHAJIBbHBIMHM JIETKUMHU IEMSMU HapymaroT (QYHKIUIO JIM30COM H BBI3bIBAIOT
MOBPEXCHHE KJIETOK MPOKCHUMAJIBHOTO OT/ena KaHaubleB mouek [8]. Ilpu TpomOoTHUEcKOi
MUKpPOAHTMONATHN MAPANPOTEUH AKTUBHUPYET CUCTEMY KOMILIEMEHTA IO KJIACCHYECKOMY WIIU
IIbTEPHATHBHOMY NYTH WM JEHCTBYeT KakK ayTOaHTHUTENo mpotuB ¢akropa H, mpuBons x
MOBPEXKACHUIO dHAOTENHaNbHBIX KieTok [9, 10]. Ilpu C3 rioMepynonatun MOHOKJIOHAIbHBIN
MMMYHOTJIOOYJIMH aKTUBUPYET KOMIUIEMEHT [0 ajJbTePHATHBHOMY IIYTH, YTO MPHUBOAMUT K
ornoxkenuto C3, BocmajgeHuo W HHAOKamWUIApHOW mnponudeparmu [11]. IIpu OGoneznu
OTJIOKEHUS MOHOKJIOHAJIBHBIX WMMYHOIJIOOYJIMHOB MYyTalliM B BapHaOelbHOM JIOMEHE
NPUBOAAT K TUAPO(HOOHOCTH, U3MEHEHUIO 3apsja, aHOMAJIbHOMY TNTMKO3WJIMPOBAHUIO JIETKUX
neneii. Takue wonokmoHanbHbie CJIL] oTkimagpiBaroTCs B 0a3ambHBIX MeMOpaHaX COCYAOB,
KIIyOOUYKOB, M KaHAJbIEB, BBI3bIBAs AaKTHUBALMIO TpaHchopMmupyromero ¢akropa pocrta f,
HAaKOIJICHHUE MaTpuKca M (PEHOTHNHUYECKHE W3MEHEHHs B Me3aHrHalbHBIX KieTkax [12]. Ipu
OOJIE3HH OTJIOKEHHS TSDKEJIBIX IEeMNel yTpara MepBOro KOHCTAHTHOTO JIOMEHa TSKEJOW IIenn

MNPUBOAUT K HAPYHICHUIO CBA3BIBAHUA C JICTKUMU LCIIAMU U CCKPCIHU CBOGOI[HBIX TAKECIIbIX
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Lernei, KOTOpble OTKJIaAbIBalOTCA B CTpykTypax Hedpona [13]. Ilpu  MOHOKIOHAIBHOM
KpHOrnoOynmuHeMun (OPMHUPYIOTCS OpraHU30BaHHBIE CTPYKTYpbl (MHUKPOTPYOOUKHM WM
KPHUCTAJJIBI) BHYTPH MEIKUX apTepUOI U KAMILIIPOB KIIyOOUYKOB, YTO MPUBOJUT K BOCIIAJICHUIO
U HapyUIEHMIO INIOMEPYIsIpHON npoHunaeMoctd [Ommoka! McTOYHMK CCHUIKH He HaiilleH.].
MHUKpOTYOYIsIpHBIE JETIO3UTHI 0€3 KPHOTTIOOYIMHEMUN XapaKTEPHbI I UMMYHOTAKTOHIHOTO
rJI0JIOMEpyJIoHeppuTa [14,15]. MOHOKIOHAJIBHBIN UMMYHOTJIOOYJINH MOXET
KPUCTAJNIU30BaTbCd M OCAXKAATHCS B MEJIKHX apTepuojiax, Kamwusipax M KIyOodkax, uTo
BBI3bIBAET (OPMHUPOBAHUE KPUCTAILTMYECKOU HeppomaTuu WIM  KPUCTALTHYECKOTO
ructuonuroza [16, 17]. [Ipu mnponudepaTuBHOM TIOMEpPYJIOHEPpPUTE C OTIOKEHUEM
MOHOKJIOHAJILHOTO MMMYHOTJIOOYJIMHA TaparnpoTeHH OTKJIAAbIBAETCS B KIyOOUYKaX, BBI3bIBAS
aKTUBAILlMI0O KOMIUIEMEHTa, BOCHAJICHHWE W OJHIOKAMWUIApHYI0 mnponudepanuio [Ommudkal

HMcToYHHUK CCHIJIKM HE HaliieH., 2].

1.2.2. AL- amuionnos
[Tpu AL- ammiionio3e aHOMaJIbHBIN (OIIUHT MOHOKIOHAIBHBIX CBOOOIHBIX JIETKUX LETeH

(CJIL]) »MMYyHOTJIO0YIMHOB MPUBOAUT K 0OPA30BAHUIO TOKCUYHBIX aMHUJIOUIHBIX MYJIHTHUMEPOB
U aMWIOHJHBIX (DUOPMILI, KOTOPbIE OTKJIAAbIBAIOTCA B PA3JIMYHBIX TKAHAX, YTO MPUBOJIUT K
opranHoi auchynkuuu [18]. Ilo HEKOTOpHIM [aHHBIM, BaXHOE 3HAUCHHE B IIATOTEHE3e
3a00JIeBaHMsl UMEET TaKKe HapylleHue nporeoiusa (nerpagammu O6enkoB) [19]. CuctemHsblit
AL-A, B ornnmuue or MM, xapakrtepusyercs B OOJBIIMHCTBE CIyyaeB HEOOJIBIION oJei
aOeppaHTHBIX IUIA3MAaTHYECKUX KIETOK B KOCTHOM Mosre (MeHee 10%) ¢ Huskoi
nponrpepaTuBHOW akTUBHOCThIO. B 74—77% cnydaeB AL-A  BBIBISAIOT — CEKPELHUIO
MOHOKJIOHAJIBHBIX JIETKHX Iierner A-tuma [20, 21].

[TaTorenes AL-A u3yuyeH He MoONHOCTHIO. [lOKa3aHO 3HAUEHUE T€HETHYECKUX (PAKTOpOB, B
gacTHOCTH mnonuMopdusma Hykimeoruga 19344 B mecre cmnaidicuara rena CCNDI,
komupytomero mukauH DI u SMARCD3 (rs79419269) [22, 23]. V 49—63% Oo0nbpHBIX B
IUIa3MaTHYECKUX KIIETKaX BBISABIAIOT XpPOMOCOMHYIO TpaHciokanuto t(11;14), y 19—28% —
ammmudukammo 1921, y 14—26% — tpucomuu 5, 9, 15 xpomocom, y 30—36% OGOIBHBIX —
MoHocomuto/aenenuo 13q [24, 25, 26]. MeToaoM NOIHOTO HYKJICOTHIHOTO CEKBEHUPOBAHMS
BBISIBJICHBI J1BA 3apOABIIIEBbIX T'eHa 3r u 6a, koaupyomue 42% BapruaOUILHOTO PETHOHA JIETKUX
A-1IeTeld, CTPOro acCOMHMPOBAHHBIX C pa3BuTHeM AL-A (reH 6a acCOUMHpOBaH ¢ MOpaKEHHEM
MOYEK, TeH 31 — C MOopaKeHUEeM MSATKUX TKaHeu) [27, 28].

AMUIION, OTKJIAJIBIBAsCh B TKAHAX, NPUBOJUT K PEMOJCIMPOBAHUIO U JUCHYHKIUU

OpraHoB. B 9KCIICPUMCHTAX ObLIa JOKa3aHa TaK¥XKEC npsamas KapJAUOTOKCUYHOCTH
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UpKyIUpyromux aMuwionaoreHHsix CJIL[ uMMyHOTrIOOYJIMHOB TOCPEACTBOM OKCHAATUBHOTO
cTpecca, amonro3a KapAHMOMUOLUTOB, aKTHBALUU MHUTOICH-aKTUBUPOBAHHOM IIPOTEHHKUHA3bI
[29, 30].

AL-A, ABISISICH CaMOCTOSITEIBHON HO30JIOTHYECKOH (POPMOI, MOXKET pa3BUBAThCA TAKKE Y
naneHToB ¢ MM u apyrumu B-kierounsiMu numdornponudepatuBHbpIMU 3a00neBaHusIMHU. B
MOMEHT AuarHocTUkd MM npumepHo y 15% nanuenToB BoIABISIOT AL-A, y 1% 6GonbHbix AL-

A pa3BuBaercd B nanpHeimem [31].

1.2.3. POEMS cunapom
ITatorene3 POEMS cunipoMa NOJIHOCTBIO HE M3yueH. Benyiiee 3HaueHHE B IATOrEHE3E

KJIMHUYECKUX CUMIITOMOB TMPHJIAIOT MPOBOCHAIUTEIBHBIM IIUTOKWHAM, TAKUM Kak (hakTopy
pocrta sHpotenus cocynoB - VEGF (vascular endothelial growth factor), uarepnetikuna 10,
uHTepyeikuH 6, unrepneiikun 12 [32, 33]. Haubonee TeCHO ¢ aKTUBHOCTBIO 3a00JICBaHUS
Koppenupyet (aktop pocra sHmotTenus cocynoB - VEGF (vascular endothelial growth factor)
[32-44]. Ilpu Bo3aeiictBun VEGF Ha sHpoTenuanbHble KIETKH MOBBIIIAETCS TPOHUIIAEMOCTD
COCYIUCTOM CTEHKH, YTO CIOCOOCTBYET NeEpexoay IUIasMbl M3 COCYIUCTOrO pycia B
MHTEPCTULIUN («CUHAPOM YTEUKH KanwuisipoB»). Takxke ycraHoBieHo, uto VEGF ycunusaer
HeoaHruoreHes [32-44].

Mopdonoruueckuii cyoctpar npu POEMS  cuampome mpenctaBieH aOeppaHTHBIMU
IU1a3MaTHYECKUMHU KJIETKaMU B KOCTHOM Mo3re. ['eHeTndeckue nccieoBaHus M1a3MaTHUYeCKUX
KJIETOK BBIIBWJIM BBICOKYIO T€TE€POI€HHOCTh MYTAllMOHHOIO CHEKTpa. [I0 HEKOTOPBIM TaHHBIM,
TpaHCKPUMUUOHHBIA npoduns nmpu POEMS cunznpome otiuuaercs or npoduist npy MM u
MOHOKJIOHAJIbHOM I'aMMaraTuu HEsSCHOIO 3HayeHHs. B yacTHOCTHM, METOOM IOJHO3K30MHOI'O
CeKBeHHpOBaHUsl ObUIO BBIAETCHO 308 comarnueckux Mytauuii B 285 renax. [Ipu TapreTHoM
CEeKBEHHPOBAaHWU HIeHTH(UIMpoBaHO 20 MyTanmii B 7 peKyppeHTHO MyTHPOBABIIUX Ie€HaX:
KLHL6, LTB, EHD1, EML4, HELPHLI1, HIPK1, and PCDHI10. [IpaiiBepHbIX MyTaIuii,
xapakTtepHbix st MM, Halineno He Obuto [45]. OpnHako B APYTHX HCCICNAOBAHUSX TPHU
TapreTHOM CEKBEeHHpOBaHWMU Obulo oOHapyxkeHo 11 renoB (BIRC3, LRP1B, KDM6A, and
ATM), Bcrpewatromuxcs  Takke npu MM u AL-ammnoupoze  [46].  Ilpu stom
IIPOrHOCTUYECKOE 3HAUEHUE I€HETHMUECKUX MapKEpPOB HE YCTaHOBIICHO.

K ocobennoctssm POEMS cunznpoMa OTHOCHTCS CEKpeLus MapanpoTeuHa ¢ peCTPUKIIUCH

nerkoi nenu nsmoaa (y 95% mnarmuentoB) [46, 47- 49].
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1.3 DnuaeMuoJorus 3a00JeBaHus HJIH COCTOAHNSA (FPYINLI 3200J1eBAHUI HJIH COCTOSHHU).

1.3.1. MoHOK/IOHAJIbHASI TAMMANATHSA € NOYE€YHbIM 3HAYEHUEM
3aboneBaeMocTh U pacrpoctpaneHHOCTr  MITI3 He wu3BectHa. Cpeau MalKUEHTOB C

MOHOKJIOHAJIbHOM rammanarued u mnopaxeHueM noudek MITI3 noarsBepxnmaror B 38-40%

ciayuaeB [32, 50].

1.3.2. AL- amuiionno3
[To manubm peructpa CIIIA, 3a6oneBaemocts AL-A coctaBusier 10—14 cinydaes Ha 1 MiH

HaceneHusi B rojl, a pacrnpoctpaneHHocts 40,5 va 1 munH [51, 52]. Meauana Bo3pacta BHOBb
3a0oseBIuXx coctanister 63 rona [52]. laHHBIX IO pacpOoCTpaHEHHOCTH U 3a0oneBaemMocT AL-

A B Poccumn Her.

1.3.3. POEMS cunapom
3aboneBaemMocTh M pacnpocTpaneHHocTh POEMS  cunzmpoma He u3BectHa. [lo maHHBIM

uccienoBanus, nposeaeHHoro B fAnonun B 2003 roxy, pacnpoCTpaHEHHOCTb COCTaBIISET
npumepHo 0,3 nHa 100 000 uenosek [53]. Meauana Bo3pacta coctaBisieT 51 ron, My>KYMHBI
3a00JICBAIOT Yallle, YeM KEHIUHBI [54].

1.4 Oco0CHHOCTH KOAUPOBAHNSA 3200J1eBAHNSA WJIH COCTOAHUA (rpyHnbl 3200J€BAHNNA WJIH

COCTOSIHUI) M0 MeXIVHAPOIAHON CTATHCTHYECKOHN KJaccuukanuy 00J1e3Hed U mpoodJieM,

CBA3AHHBIX CO 310POBbLEM.

C 90 — MHOXecTBEHHasi MUEJIOMa U APYTHUE MIa3MOKIETOUYHbIE 3a00ICBaHUS.

1.5 Knaccudukanus 3a601eBaHusI MJIH COCTOSIHUSA (FPYNNbI 3200/1¢BaAHUIl WM COCTOSTHUI).

1.5.1. MoHOK/IOHAJIbHASI TAMMAINATHS € TOYEeYHBIM 3HAYCHHEM
Ilepeyens Ho30/10THiA, KOTOPBIEe BXOAAT B rpynny MI'TI3 [Ommbka! ICTOYHUK CCBITIKU HE

HaiijieH., 2]
1. AL-amunounnos
2. AH-amunounnos
3. bBone3Hpb 0TI0XKEHUS JETKUX [eNe UMMYHOTJIO0YJINHOB
4. Bose3Hb OTIOXKEHHS TSHKEIBIX LeNe UMMYHOTIIOOYJINHOB
5. bBone3Hb OTIOXKEHUS TSHKEJBIX U JIETKHX IIeTIell HMMYHOTTIO0YJTMHOB
6. IlpomudeparruBHBIi rIOMEPYIOHEPPUT C OTIOKEHUEM MOHOKIOHATBHBIX
MMMYHOTJIOOYJIMHOB
7. VIMMYHOTaKTOHMJIHBINA TJIOMEPYIOHEPPUT

8. MoHOKIOHATBHBIN PUOPUILISAPHBII IIOMEpYyIOHEPPUT
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9. KpI/ICTaJIHI/I‘IeCKaH nmoaouuTOoIaTrd, aCCoOouurupoBaHHas € MOHOKJIOHAJIbHOM TaMManaTuei

10. C3-rnomepynionaTusi, acCCOLIMMPOBAHHAS] C MOHOKJIOHAIbHOM raMMaraTueu

11. TpomOoTHUYECKasi MUKPOAHTHONIATHS, ACCOIIMMPOBAHHASI C MOHOKJIOHATILHOM

ramMmariaTuen

12. Kpuornobynuaemuueckuii rimomepyionedpur B pamkax kpuorsnooynuHemun I v 11

TUIIOB

13. IIpokcuMmanbHas TyOysIonaTus, aCCOLMUPOBAHHAS C JISTKUMH LETISIMU

14. Kpucramuueckuii THCTUOLIMTO3

15. TyOynouHTepCTHIMATBHBIN HE(PUT, ACCOLMUPOBAHHBIN ¢ MOHOKIOHAJILHON

ramMmariaTuen

16. (Kpro) kpuctamiriio0yInHeMUYECKHH TITOMepYI0oHEPPUT

17. Nnbie hopMBbI TIIOMEPYIIONATHi, CBSI3b KOTOPBIX ¢ MOHOKJIOHAJILHOW raMManarueit

JI0Ka3aHa, B TOM YHCJIe TJIOMEPYJIOHE(PPUT, BEI3BAHHBIN aHTUTENAMH K IJIOMEPYJIISIPHOM

6a3anbHON MeMOpaHe M aCCOLMMPOBAHHBIN C MOHOKJIOHAJIBHON raMmarnaTtie, u

MeMOpaHo3Has HedponaTHs, aCCOIMHUPOBAHHAS ¢ MOHOKJIOHAILHOM raMManaTHei

1.5.2. AL- amuiionno3
Haunbonee oOmenpunaToil cucremoir cragupoBanus AL-A gBisieTcs NTPOTHOCTUYECKAS

Mayo 2004 staging system and its European modifications 2013 and 2015, ocHoBaHHas Ha

COJIepKaHUU MapKepoB mopaxenus cepaua: T/ TpomoHnHa m N-TepMHHAIBHOTO (hparMeHTa

HaTpuilyperndeckoro nentuga (NT-proBNP) [55].

Tabmauua 1.

Cucrema cragupoBanusi cucremHoro AL-A (Mayo 2004 staging system and its European

modifications 2013 and 2015)

Iloka3zaTean Cranns OB Meauana OB
(B TeueHmne
3-x Jier)
. He nocrurnyra.
_ . 0

NT-proBNP 332 ur/a I: 06a mapkepa HIKE yKa3aHHBIX 3HAUCHHUH 100% 57% GOIBHELX JKUBDI
(nam BNP 81 ur/m) B Teuenue 10 jet

II: omuH wMapkep Bbllle WIM paBEH
T-rpononnn 0,035 YKa3aHHBIM 3HAUEHHUSIM 55% 67 mec
HI/MJI IIla: oba Mapkepa BBIIIE YKa3aHHBIX

15 mec
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(mmn  I-rponmonmn 0,1

HI/MUT)

3naueHnid, NT-proBNP < 8500 ur/xn

52%

IIIb: oba  Mmapkepa BbIlle YKa3aHHBIX

3naueHnid, NT-proBNP > 8500 ur/n

0,
19% 4 mec

B 2012 r. 6su1a co3nana HoBasi cuctema cragupoBanus (Revised Mayo Clinic System) [56].

Tabnuua 2.

IIpornocTuyeckasi cucrema craguposanus AL-A (Revised Mayo Clinic System, 2012 )

ITokazarenn 3HaueHnne Banasi
T-Tpononnn > 0,025 ur/mi 1 Gasn
NT-proBNP > 1800 /M 1 Gamn
Paznuua CJILL > 180 mr/n 1 Gann
Yucgo 6am10B Cranus Menuana OB
0 I He nocturnyra, 57% 60mbHBIX
’KUBBI B TeueHue 10 et
I 69 mec
2 I 16 mec

[Tpu nopaskeHNH MOYEK UCIIONIB3YIOT MPOTHOCTHUECKYIO cucTemy craauposanus Palladini G,

2014 r., ocHOBaHHY!0 Ha cyToyHOU npoTteuHypuu 1 CK® [26].

Tabnuna 3.
IIporHocTuyeckas cucreMa nopaskeHus novyexk npu AL- amuiongose
(Palladini G, 2014)
BeposiTHOCTB pasBuTHS
Cranus IapameTpsl TepmuHaJbHOU cTaanu XBII B

TeyeHHe 3-X JIeT IocJjie
yCTaHOBKH AUAarHo3a

[Iporeunypust MeHee ST/cyTku
N CK® 6onee 50 mur/mMuH

0%

[Iporeunypust Gonee Sr/cyTKu
NI CK® menee 50 ma/mun

7%

[Iporeunypust Gonee Sr/cyTKu
N CK® menee 50 mu/mMuH

60%
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1.6. KninmHnyeckass KapTuHa 3a00J1eBAHMS WJIM COCTOSAHMSA (rpvonbl 3a00J1eBaHUN WJIH

COCTOSIHMA).

1.6.1. MoHOK/IOHAJIbHASI TAMMAINATHS € TOYEYHBIM 3HAYCHHEM
MI'TI3 - rpymnna 3a0osieBaHmi, BKIOYaromas B ce0st 17 Ho30m0rnueckux GpopM, OTIMYAIOIINXCS

[0 TaroreHe3y, MOP(}OIOTHYECKUM XapaKTEpPUCTHKAM, IOYEYHOMY OTBETY Ha TEpaluio H
nporuo3y. Jus MITI3, mpoTekamomux ¢ MOPaXEHUEM KIyOOYKOB, XapaKTepHBI KaKHe
CHUHIPOMBI TOPaXEHHUS MOYEeK KaK  NPOTEHHYpUs, HE(PPOTUUECKUN CHHAPOM, XPOHHUYECKas
[IOYeYHasi HEJAOCTAaTOYHOCTh, pEeXEe — MHUKpPOo- M Makporemarypus. llpu mnpoxcumanbHON
TyOyJIOnaTHH, aCCOIMUPOBAHHON C JISTKUMHU IIETISIMH, pa3BuBaeTcs cuHapom Dankonu [58].
BapuanTsl mopakeHUS MOYEK B COOTBETCTBHE C MApAlpOTEHHOM W €ro (QparMeHTaMmu
npencrasieHsl B Tabmuie 4 [1, 2, 59, 60]
Tabnuna 4.

Bapuanter MI'TI3, accounmmnpoBaHHbIe C MapANPOTEMHOM HJIHM ero pparMeHTaMu

Bapuant MI'TI3 [Tapamporenn

AL-amunonnos Momnoxnonansasie CJIL uMMyHOTTI00yTHHOB
AH-amunion03 Tspkenpie enu IMMYHOTTIO0YTMHOB

boJsie3Hp 0TI0KEHUS JIETKUX Lienen Monoxknonansabie CJIL] uMMyHOTTIO0YIMHOB
MMMYHOTJIOOYJIMHOB

bonesHp OTI0KEHU TKEIBIX Lenen MOHOKJIOHAIIBHBIE TSDKEJIbIe Lenu
MMMYHOTJIOOYJIMHOB MMMYHOTJIOOYJIMHOB

bonesHb OTI0KEHUS TSKEIIBIX U JIETKUX WHTaKTHBIN TapanpoTenH

1ernei UMMYHOTJIOOYJIMHOB

[TponudeparuBHblil TIOMepynoHe@puT ¢ | MHTaKTHBIN napanpoTenH
OTJIO’KEHUEM MOHOKJIOHAJIbHBIX

MMMYHOTJIOOYJIMHOB

MMMyHOTaKTOMIHBIN TI0MepysioHeppuT | MHTaKTHBIN napanpoTenH

Kpucrannnueckast nogouuTonarus, WMHTaKkTHBIM MapanpoTeHH, MOHOKJIOHAIBHBIE
aCCOLIMMPOBAHHAS C MOHOKJIOHAJIbHOU CJILl uMMyHOTIO0YJIMHOB

raMmMmariaTuen

MoHOKIIOHANBHBIN (PUOPHILIAPHBII WMHTaKkTHBIM NapanpoTeHH, MOHOKJIOHAIBHBIE
TJIOMEPYJIOHEPPUT CJILl uMMyHOTIIO0YJIMHOB

C3-rinomepynonarusi, accOuuupoBaHHas ¢ | IHTakTHBIN napanpoTenH
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MOHOKJIOHAJIbHOM raMMaIiaTuen

TpomOoTHUeckass MUKpOAHTHOTIATHUS WHTaKTHBIN apanpoTenH
aCCOLIMMPOBAHHAS C MOHOKJIOHAJIbHOU

ramMmariaTuein

KpuornoOynuHemMudeckuii WHTaKTHBIN TapanpoTenH
TJIOMEPYJIOHEPPUT B paMKax
kpuornoOynunemuu [ nm 11 Tumos

ramMmaliaTum

[TpoxcumaneHas TyOynonaTus, Mounoxnonansasle CJIL] mMMyHOTI00yTHHOB

aCcCoMUpOBaHHAA C JICTKUMHU LCTISIMU

Kpucrannumueckuii riCTHOLUTO3 WMHTaKkTHBIM IapanpoTeUH, MOHOKJIOHAIBHBIE

CJILl uMMyHOTIO0YJIMHOB

TyOynounrepcTuanbHblii HeQpHT, Momnoxnonansasie CJIL] uMMyHOTTI00yTHHOB
ACCOLMMPOBAHHBIN C MOHOKJIOHAJIBHOM

ramMmariaTuen

ITomumo moyexk 1npu HeEKOoTOpblXx BapuaHtax MITI3 B mnarosornyeckuil Mpouecc MOryT
BOBJIEKAThCS W Jpyrue BHYTpeHHHE opraHbl. CHCTEMHOCTh MOpPaKEHUS XapaKTepHa IS
AL/AH - amunouo3a u 00JI€3HU OTIIOKECHUS JIETKUX/TSHKEIBIX IeNell MMMYHOTTI00yIuHOB. [20,

21, 60].

1.6.2. AL- amuiionao3s
AL-A — xpaiiHe TeTeporeHHOe MO KIMHHUYECKUM MPOSIBICHUSAM 3a00JIeBaHHE C BO3MOXKHBIM

BOBJICUEHHEM JI0O0OTr0 opraHa win cucteMbl. Hambonee wacto mopaxkaercs cepame (B 70%
cinyyaeB), ouku (60-70%), xKenyJouHO-KUIIEUHBIH TpakT u 1nedeHb (20%), BereratuBHas u
nepudepudeckas HepBHas cucreMa (15%), markue tkanu (15%). B 8-14% crnydaeB BBISBISIOT
KoaryJonaruio, oOycioBieHHyto neguuutoMm Qakropa X [117, 62]. [Ina moarBepkacHUS
JMarHo3a JIOCTaTOYHO JOKa3aTh OTNIOKeHue Al-amuiouga B OAHOM opraHe. BosneueHwue
OCTaJbHBIX BHYTPEHHUX OpPraHOB YCTaHABJIMBAIOT HA OCHOBAHWM KIMHUYECKUX JaHHBIX W
pPE3yNbTaTOB JOMOJHUTEIBHBIX METOJIOB HCCJICNOBAHUS, JHINb B OTACIBHBIX CIydasx —
TUCTOJIOTUYECKOTO UcciienoBanus [62, 63].
Tabnuma 5.

Kputepun nopa:kenust opranos npu AL-amunonnose
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IHopaxkenue

opraHa

Kannnueckue

NPU3HAKHU

I[OIIOJIHI/ITC.]'ILHLIG METOAbI UCCJICAOBAHUSA

Cepaue

ceplaeuHas
HEJOCTAaTOYHOCTb,
apUTMU,
CUHKOIIAJIbHBIE
COCTOSIHUS

1. OKI': Hu3kuii BoNbTaX, HWHPAPKTONOHO0OHBIE
M3MEHEHUS, HAPYLICHNUS PUTMA U TPOBOTUMOCTH

2. OxoKI™: YTOJILICHUE MEXKKEITYJOUKOBOU
Neperopoak >12MM W JIpyrue IpHU3HAKU
CUMMETPUYHON TUINEPTPO(UU MHOKap/Aa JEBOrO
KENMyJouka TpU OTCYTCTBHM JPYTUX MPUYHH,
peMoIeNMpOBaHHE MHOKap/a o
PECTPUKTUBHOMY THUIY (yBEIMUYEHUE DPa3MEPOB
000ouX TpeJceparii MPU YMEHBIICHUU pa3MepoB
KEITyJ0UKOB); CHuxenue negopmanuu
MHOKap/ia Ha YpOBHE Oa3albHBIX M CPEIHHX
CETMEHTOB €  COXpaHeHueM  Jedopmanuu
BEpXYIIKH JieBoro kenynouka (metong STRAIN)

3. IoBbimenue NT-proBNP >332 nr/mi (npu
OTCYTCTBHM IT0YEYHOU HEJOCTATOUHOCTH WM
¢ubpmusiuun npeacepanii) u T- TponoHuHa
6onee 0,035 ur/ma (I- Tpononuna 6omnee > 0,1
HT/MIT)

4. MPT cepara: cuMMeTpHUHasi THIEPTPOPHS
MHOKap/a, 04ard cyosnuKapIuanbHOu,
MHTPaMypaJIbHON U TPAHCMYPaIbHOU 3aJEepKKH
HAKOIIJICHUS KOHTPACTHOT'O CpeaCcTBa 6e3
COOTBETCTBHUS C IOPAKEHUEM KOPOHAPHOTO
OacceliHa.

5. DHpoMHOKapauaibHasi OUOTICHS: BBISBICHHE
OTJIOKECHUH aMUJIOUAa B MHOKAp/ie

IHoukn

HEPPOTHUECKHIA
CHHPOM, XPOHHYECKas
00J1e3Hb MTOYEK

1. HUccnenoBanue CyToOUHONW MOYH Ha OEJIOK -
HECeNIeKTUBHAsI IPOTEHHYpUs Ooee
0, 5 r/cyTkH ("amie HePOTHUECKOTO YPOBHS)

2. UccnenoBanue KpeaTuHUHA CHIBOPOTKU KPOBH,
pacuer CK® - noBbllieHNE KpeaTUHUHA
CBIBOPOTKH, cHIKeHHEe CKD

3. buoncus no4ku — BBIBICHUE OTJIOKEHUN
aMHJIouJa B OMonTare mNoYKu

IleueHn

CUJIBHOE IIOXYIaHHE
renaToMeranus
Kenryxa
reMopparu4ecKui
CUHIPOM

1.Y3U: yBenuueHne Kocoro pazMepa npaBoil 10y
>15 cM IpHu OTCYTCTBUU CEPAECHHOMN
HE/I0CTaTOYHOCTH

2.MoBBIIICHUE YPOBHS IIenouHON QocdaTassl >1,5

pasa BbIIIE BEPXHETO 3HAYCHUSI HOPMBbI

3. Koarynonartus

HepBHasn

CHCTEMA:

CUMMeETpUYHAas
CEHCOPHO-MOTOpHAas
MTOJIMHEMpOIIaTUs

1.DnexTpomMuorpadus: akcoHaIbHast CCHCOMOTOpPHAs
MOJIMHEUpOnIaTUs
2.buorncust KOXH: 0TJIOKEHHE aMUJIOUA B
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nepudgepu- HIDKHUX KOHEYHOCTEH: | HWHTPa’MACPMaJIbHBIX HEpBAX
OHEMEHUE, NapeCcTe3NH,
yeckast
6011b
AaBTOHOMHAsl | OPTOCTaTUYECKas
TUIOTEH3HUS,
racTpornapes,
3a1op, HapyLIeHHe
MOYEHCITyCKaHus,
APEKTUIIbHAS
muchyHKIms,
OCHILJIOCTb I'0JI0ca
ITopaxenne paHHEe HaChIILIEHUE, buoncus kemynka WMIM  KULIKK:  OTJIOKEHUE
TOILHOTA, PBOTA, 3all0p | aMUJIOWJA B CTPOME
JKeJyAKa U
WM Juapes,
KHIIKH racTpornapes,
ManbabcopOIus,
KpOBOTEUYEHHE
Ilopa:xenue MAaKpOIJIOCCHS, buoncus npu  muonatuu,  JUM(paAACHONATHH,
apTpomnarus, MOPaKEHUH KOXKHU
MSATKHX
MOpaKEHUE KOXKH,
TKaHel MHOIIATUS WU
NICeBAOTUNIEPTPODUS
MbIIL,
yBEJIUYEHHE
TUM(ATHIECKUX Y3TI0B,
CHUHJIPOM KapIajabHOI'O
KaHaja,
cyOMaHIuOyIApHBII
OTEK
Ilopa:xenue CyXOM Kamenb, oapiika | KT: uaTepcTUIIMaIbHbIE U3MEHEHMS], IIJIEBPUT
JIETKHX
ITopaxenne TUIIOTHPEO3, MOBBILIEHUE THUPEOTPOMHOIO TOPMOHA, CHMYKEHUE
. | XpoHHUECKas KOPTH30J1a B CBIBOPOTKE
M TOBUAHOM
HaJOYEYHUKOBAS
JKeJIe3bl, HEJ0CTaTOYHOCTh
HAIIOYeYHHUK
OB
Jpyrue ob1mas cnadbocTsb, 1.YnprpasBykoBass  gommuieporpagus — coCyIoB
IIOTEPsI MACChI TeNa, (apTepuii M BeH) HUKHUX KOHEYHOCTEN
CHMIITOMBI

IepeMesKaroas
XpoMoTa,
KPOBOTOYHMBOCTh

2.UccnenoBanue conepxkanus ¢aktopa X B

CBIBOPOTKE, IPOTPOMOHHA
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1.6.3. POEMS cunapom
Knunnueckas kapruaa POEMS cuHapoMa 10CTaTOYHO IeTeporeHHa, BO3MOKHBI Pa3INUHbIE

KOM6HH3.I.[I/II/I CHMIITOMOB 3aboneBanus. Yacrora BCTPCHACMOCTU KIIMHUYCCKUX U APYTUX

CUMITOMOB yKa3aHa B Ta0nuie 1 [4, 6, 7].

Tabnuna 6.

YacroTa BCTpe4aeMOCTH KJIMHHYECKHX M Apyrux npusHakos npu POEMS cunagpome

CumMnToM/CHHAPOM Yacrtora (%)
ITonuneponarus 100
Opranomeranus 45-85

e remaroMeranus 24-78
e  CIUICHOMErajaus 22-70
e uMdaaeHonaTus 26-74
bonesns Kactnemana 11-25
OHJIOKpUHONIATUHI 67-84
® HapylIeHHE N0J0BOH PyHKINH 55-89
e HapyueHue (YHKIMH HAAMTOYECYHUKOB 16-33
® TIOBBILICHUE COACPIKAHUS NIPOJIAKTUHA 5-20
® T'MHEKOMACTHs MM FaJaKToppes 12-18
e caxapHbIii quaber 3-36
® TUIOTHUPEO3 9-67
W3MeHeHns KOXHU 68-89
® TUNEPIUTrMEHTALHUS 46-93
® aKpOLMaHO3 WJIM IIETOpa 19
® T'EMaHTHOMBI/TeJICAaHTHOIKTA3UU 9-35
® TUIEPTPUXO3 26-74
Otexu 29-87
® OTEK JMCKa 3pUTEIbHOr0 HEpBa 29-64
e mnepudepuuecKue OTeKH 24-89
®  acuuT 7-54
® TUAPOTOPAKC 30-43
TpomboruTo3 54-88
IHomumuremus 12-19
Ouaru ocreockieposa 27-97
I1nazmoxkneTo4Has qUcKpasus 100
M-rpagieHT npu 3aekTpodopese 24-54
Jlerounas runepreH3us 36
ITotepst macchl Tesa 6onee 10 kr 37

OcHOBHBIM U 00s3arenbHbIM  npu3HakoM POEMS cunapoma siBiisietcst nepudeprudeckas

nonvHeponarus. IlonmHeliponaTus, Kak INpPaBWIO, BOCXOAAINAs, CUMMETPUYHAs, CEHCO-
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MortopHas. Heiiponatuio ¢ 6onpio HabmonaoT peako (y 10-15% manueHToB), OOJBIIMHCTBO
(76%) mauueHTOB OecrOKOAT mnapecTte3ud. [Ipm ocMOTpe MOKHO 3aMETUTh CTENNax Mpu
xonpbe [4, 64, 65, 66].

VY 30-50% manueHToB npu 0PTaIbMOCKONHN BBISBIISAIOT OTEK JUCKA 3pUTEIHHOTO HEpBa.
JIpyruMH TJIa3HBIMM CUMIITOMAaMU MOTYT OBITh YXyJALICHHWE 3pEHHUs, AUIUIONHs, OO0Jb B Tia3ax
[4, 67, 68]. Ilo HEKOTOPHIM JaHHBIM, OTEK JUCKa 3pPUTEIBHOrO HepBa — (aKToOp
HeOIaronpusATHOTO MPOorHo3a [69].

IIpu ocmoTpe BBIABISIIOT XapakTepHble A1 POEMS cuHapoma U3MEHEHMs KOXKH, TaKHUe
KaK TUIEPIUTMEHTAINs, TeMaHTHOMBI, THIIEPTPUX03, TIOKPACHEHUE WM LIMAHO3 KOHEYHOCTEH
IpU ONMyCKAaHUM BHH3, AaKpOIMAaHO3, Oelible HOI'TH, M3MEHEHHUS KOHLEBBIX (pajaHr mo Tumy
«OapabaHHBIX TAOYEK», CKICPOAECPMONOAOOHBI CHHAPOM, IOKPACHEHHE KOXH, aTpopuio
MBI JUIa. B psne ciaydyaeB quarHOCTHPYIOT Kanblugpuiakcuto [4, 6, 70, 71].

[lepudepuueckne u moONOCTHBIE OTeKHM — uactoe mnposisneane POEMS cunapoma.
[TaTorenes pa3BUTHS OTEKOB CBSA3BIBAIOT C CUHAPOMOM «yTE€UKH KAIMUIIPOBY» U3-3a MOBBIIICHHS
MPOHUIIAEMOCTU cocynucTo cTeHku [4, 35]. Ilpu OMOXMMHYECKOM HCCIEIOBAHWU COCTaB
ACIUTUYECKOM )KUIKOCTH COOTBETCTBYET HJKccyaaTy [68].

VY nanuentoB ¢ POEMS cuHApOMOM OTMEUEH TMOBBIIIEHHBIM pPUCK apTepHAIbHBIX U
BEHO3HBIX TpoMO030B. TpomboTHUEeCKHE OClIO)KHEHHS pa3BuBatoTcst y 30-40% mauueHToB [73-
75]. K ¢akropam pucka aprepuaibHBIX TPOMOO30M OTHOCST IOBBIICHHE  T'€MOTJIO0HHA
/remaTokputa, TpombonTo3, noseieHne VEGF, cruienomeranuio [75].

ITpu ¢usuyeckoM oOcienOoBaHUM OOpallaloT BHUMaHWE Ha Takue mnposisieHus POEMS
CHHIpOMa Kak JTUMQaeHONAaTHIO, TeNaTo — U CINICHOMETJIHIO.

XapakTepHbI SHJIOKPUHHBIC HApYIICHUS, B TOM YHUCJIE€ TUIOTUPEO3, THHEKOMACTHS,

HapylleHHe MEHCTPYalIbHOH U ceKCyanbHOU QyHKIMN [4, 6].
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2. IlnarnocTuka 3a00/1eBAHUA WIH COCTOSIHMS (TPYNIIbI 3200/1¢eBaHUN TN
COCTOSIHM), MeAUMIIUHCKHUE NMMOKA3AHUS U MPOTHUBONOKA3AHUS K IPUMEHEHHUI0

ME€TOA0B THATHOCTUKHU

2.1. MOHOKJIOHAJIbHAS TAMMAINATHSA ¢ MIOYEYHBIM 3HAYEHHEM.

Juarnoz MITI3 ycraHaBauBalOT IIpU HAJIMYUM JBYX OCHOBHBIX KpuTepue [OmmOka!
M cToYHUK CCHIIKM HE HaliieH., 2]:

1. Hannume MOHOKJIOHAJIBHOW CEKPELUU B CHIBOPOTKE H/WUIIM B MOYE

2. JloxkazaHHas  B3aUMOCBSI3b MApampoTeMHa C MOpPaKEHHEM IIOYeK Ha OCHOBAHUU

UMMYHOMOP(}OJIOrHYECKOro HCCIeI0OBaHusl OUONTATa MTOYKH

Kommenmapuii:
VIMMyHOXMMHUYECKOE UCCIIE0OBAaHUE JOJDKHO BKIIIOYATh OINPEIEIEHUEe COOTHOLICHUS OETTKOBBIX
¢bpakuuii MeTo10M 371eKTpodopesa, uccae10BaHe MOHOKJIOHAIbHOCTH UMMYHOTJIO0YJIMHOB B
KPOBH METOZOM MMMYHO(MHUKCAINH, ONIPEICIIEHUE COlepKaHie CBOOOIHBIX JIETKUX Lene
KaIlna B KpOBH U CBOOOHBIX JIETKUX Lienei JsiMO/a B CBIBOPOTKE KPOBH, ,HICCIIEIOBAHHE
MOHOKJIOHAJIbHOCTH MIMMYHOTJIOOYJIMHOB B MOY€ METOZOM HMMYHO(MUKCAIIIH, UCCIICIOBaHHE
YPOBHSI UMMYHOTJIOOYJIMHOB B KPOBH C KOJTMYECTBEHHBIM OTPEAEICHUEM MOHOKIIOHAJIBHOTO U
MOJIMKJIOHAIEHBIX UIMMYHOTJIO0YIHHOB. Omnpenenenue conepxanns CJIL]
MMMYHOTJIOOYJIMHOB CHIBOPOTKH CIIEAYET BBIMOIHATH METOJOM He(eTOMETPUN MU

typooaumerpun [Omuodka! MCTOYHMK CCHIIKH He Hali/leH., 2, 76].

C uenbto nonHoueHHOH auarHocTuku MITI3 mopdonorndyeckoe mcciegoBanue MOYeqHON
TKaHH  JOJDKHO  BKJIIOYATh  IAaTOJIOTO-aHATOMHYECKOE  HMCCIENOBaHHWE  OHONCHIHOTO
(omepanMoOHHOT0) MaTepualia MOYKU C IPUMEHEHUEM HUMMYHOXHMMHUUYECKUX METOOB [2]
CBeToonTHyecKkoe MCcCieI0BaHNE BBIMTOIHAIOT C IPUMEHEHHEM OKpPACOK: FeMaTOKCHIINH/3031H,
HNK-peaknuus, cepedpenue no Jxoncy, Konro-por, TpuxpomanbHasi okpacka no Maccony,
OKpacKa Ha 3JIaCTUYECKUE BOJIOKHA. [TaTomoro-anaroMuuecKoe UCCIeq0BAHNE
OuoncuitHOro (ONepaMoHHOr0) MaTepruaa MOYKU C MPUMEHEHHEM HMMYHOTUCTOXUMUYECKHUX
METOZI0B HEOOXOIMMO /ISl BBISIBJICHHS B TOYEUHOW MapeHXHUME JICTIO3UTOB MOJIEKYT
MOHOKJIOHAJILHOTO UMMYHOTJI00yInHa (aHens antuten K IgA, IgM, IgG , IgD, kanmna u nam6aa
nerkuM 1ersM, C3, Clq). B pane cnmyyaeB UMMYHOMOP(OIOTHYECKHE METOIbI JIOJKHBI ObITH
JIOTIOJIHEHBI H3UMHBIM 1IEMAaCKUPOBAaHUEM 3IIUTONOB aHTUT€HOB MOHOKJIOHAJILHOTO

MMMYHOTJIOOYJIMHA, YTO T03BOJIsLeT Ooiee 3 dexTuBHO nuarnoctupoBats MITI3.
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VY IIbTPacTpyKTYpHOE UCCIICTOBAHKUE MO3BOJISCT OIICHUTh CTETICHD TIOBPSIKIACHUS CTPYKTYP IMOYKH
Ha CYOMHUKPOCKOIIMYECKOM YPOBHE M XapakTep IEIMO3UTOB, 00pPa30BaHHBIX MOHOKIOHATbHbIM
benkom  (opeanuzogamHvle, Heopeanuzoeauuvie). Illociednee  s6usemcs — KIO4esbiM 8
oughghepenyuanvroii ouacnocmuxe maxux ¢opm MI'TI3, kax ummyHomaxkmouoHbwil,
Gubpuniapublil, KPUO2IOOYTUHEMUYECKUL 2T10MePYTIoHedpUmbl U Op.
Boviuweonucannvie nooxoovl K MOp@onocueckol OUasHOCMuUKe O0NNCHbL ObIMb OCYUIeCMENeHb
UCKTIIOYUMENbHO 6 BbICOKOCNEYUATUSUPOBAHHOU U XOPOULO OCHAWEHHOU MOPHOI0SULeCcKoll
nabopamopuu, 20e 6ce HeobXooumvle MemoouKu OyOym HNpUMEHeHbl U OYeHeHbl ONbUMHLIM
Hegpponamonozom [Ouiuoka! HcmouHuk ccoliku He HAllOeH., 2].

B psaode cnyuaes, Hanpumep npu  NponUGPepamuHblX  2noMepyloHepumax ¢

MOHOKNIOHAJIbHbIMU 081’103”1’1’161]1/!1/!, napanpomeun He ydaemc;z 6blA6UNTb 6 KPOBU U 6 MOUYe [77]

2.1.1. 7Kano0bl 1 aHaMHe3.
e V Bcex namuentoB ¢ MI'TI3 npu nepBuYHOM IpuemMe peKOMeHAyeTcsl TIIATeIbHbIH cOop

xano0 u anamHe3a. Cienyetr oOpaTuTh BHUMaHHUE HA CIEAYIOIINE PU3HAKU:
* mepudepudecKre 0TeKH, OJIbIIIKA TP X060€ U B MOKOE;
* apTrepuaNbHOE JaBJICHUE
*  KOJIMYECTBO U I[BET MOYHU
e [lpu paccmpoce OIEHMBAIOT Takke obOmmii craryc mamuenra no mkaire ECOG (cm.
npuioxkenue '), u komopOugHocTs [58, 78].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

2.1.2. ®usukajibHOoe 00cC/IeI0BaHHE.
e V mammentoB ¢ MI'TI3 mpu ocmotpe crnenyer oOpaTuTh ocoboe BHHUMaHHE Ha NPHU3HAKH

MOpAXEHMsI TIOUEK (HaIpUMeEp, OTEKH, apTepUalibHas TUIIEPTEH3US ), @ TAKKE CHMIITOMBI

3a0osieBaHUi CUCTeMbI KpoBH (inMdaeHomaTus, rernaro- u cruienomeranus) [1, 2]:

Yposens yoenurenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

2.1.3. JlaGopaTOpHbIe IMATHOCTHYECKHUE HUCCIETOBAHUS.
* Bcem nanuentam c¢ nopo3zpenuem Ha MI'TI3 npu nepBUYHOM WJIM MOBTOPHOM IIPUEME,

JUIE YTOUYHEHHMS COCTOSIHMS W BBIPAOOTKHM aJeKBAaTHON TepaneBTUYECKOH TaKTUKU
PeKOMEeHAYeTCsl BHIIOJIHUTG CIIeTyIoIue T1abopaToOpHbIE HCCIEIOBAHNUS:
e o0mmi (KIMHUYECKHI) aHaNIW3 KPOBU C ONpEICICHHEM COJAEpKaHUs T'eMOTrJIOo0MHa,

SPUTPOLMTOB, TPOMOOLMUTOB, JEUKOIUTOB, Au(DPepeHInpPOBaHHBIM  IOJCUETOM
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JnerKkouuToB (JIeKonMTapHas (opMyiia) U HCCIEAOBAHHEM YPOBHS PETHKYJIOLMUTOB B

KpOBH, UCCIIEAOBaHUE CKOPOCTU oceaanus spurpouutos (COI) [ 78];

*  0o0mui (KMMHUYECKUI) aHanu3 mouu [78];
* OIpenereHue KoJruuecTBa Oenka B cyrouHoi moye [ 78];

*  aHaju3 KPOBH OMOXMMHUYECKHI 00IIeTepaneBTUYECKUi (MCCIeI0BaHNEe YPOBHSI 00IIIEro

OerKa B KpOBH, UCCIIEZIOBAaHUE YPOBHS aJb0yMHHA B KPOBH, ONPEACICHUE aKTUBHOCTH
nakrataeruaporesassl B kposu (JIJI'), uccienoBanne ypoBHS MOYEBUHBI B KPOBH,
HCCIIeZIOBaHNE YPOBHS KpEaTMHUHA B KPOBH, HCCIIEIOBaHUE YPOBHS 00I1Iero OuanpyOouHa
B KPOBH, ONpeAeTeHHE aKTUBHOCTH acliapTaTaMUHOTpaHc(epasbl B KPOBH, ONPeIeICHNE
aKTUBHOCTH aJJaHWHAMHHOTpaHC(epasbl B KPOBU, OMNpEACICHUE aKTUBHOCTH LIETOYHON
¢ocdaraspl B KpOBH, HCCIIEOBAHUE YPOBHS KaJlusl B KPOBH, UCCIICOBAHUE YPOBHS

00I11ero Kanblus B KPOBH, UCCIIEIOBAHUE YPOBHS X0JIeCTepHHA B KpoBH [78];

* KoaryJjorpamMmy (OpMEHTHPOBOYHOE MUCCIIEIOBAHUE CUCTEMBI FEMOCTA3a) C OIIPEIEIICHUEM

HpOTp0M6I/IHa, AKTUBHUPOBAHHOTO YaCTHUYHOI'O TpOMGOHHaCTI/IHOBOFO BpPCMCHU,

ucclieIoBaHNEM ypoBHA (pubpuHOreHa B KpoBu [ 78];

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

Bcem manueHTaM peKOMeHAYeTCSl OIpENeNUTh KIMPEHC KpeaTWHUHa W CKOPOCTh
KIIyOOUuKOBOH (hmibTpanuu pacyeTHbIM MeToaoM 1o gopmynam CKD-EPI mns yrounenus
COCTOSIHUSL (DYHKIIMHM TOYEK U ONpeeseHHs] HeOOXO0IUMOCTH MOIUGBHUKAIIMHM Teparuy MU
7103 TIpenapaToB MPH HAJIMYKU [TOYEYHON HEOCTATOYHOCTH M/MUJIH OIPECIICHUs TOKa3aHUH

K Ha3HA4YEeHUI0 remoauanusa [78];

Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

BCEM IIaNUCHTaM C 00JIe3HBIO JCIIO3UTOB JIETKUX/TSKEIBIX ueneﬁ HGOGXOI[I/IMO HUCKIIIOYHUTH

BOBJICUEHUE CEP/ILIA B MATOJIOTUYECKUM mporiecc. [59, 60].

Yposens yoenurenbHocTH pekoMeHnaanuil C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeNbCTB S).

Bcem manmentam ¢ MITI3 pexkomeHayeTcsl BBIIOIHUTH LIUTOJIOIMYECKOE HCCIIEIOBaHUE
Ma3Ka KOCTHOTO Mo3ra (MHenorpaMma) JJist OATBepKAeHUs U (POPMHPOBAHHUS IMATrHO3a
[78]

Yposens yoenureabHocTu pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeJIbCTB
5).

Bceem nanmentam ¢ MI'TI3 pekoMeHyeTcsl BBIIOIHUTD 11aTOJIOT0-aHATOMUYECKOE
UCClieIoBaHNE OMONCHITHOTO (OTIEpPallMOHHOT0) MaTepHrala KOCTHOI'O MO3ra, IpH

HE00XOIUMOCTH MATOJIOT0-aHATOMHYECKOE MCCIIEI0BaHNE OMOTICUITHOTO (OTIepaIlOHHOTO)
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MaTepuajga KOCTHOTO MO3ra ¢ IPUMEHEHUEM UMMYHOTHCTOXUMUYECKUX METOI0B IS
MOATBEPXKACHU U (hopMyIrpoBaHus AuarHo3a [Omuodka! MCcTOYHMK CCHIJIKH He Hali/leH.,

2, 78].

Kommenrapmii: mopgonocuveckum cyocmpamom  MITI3 mozym Obimb Kax KIOHANbHbIE
naasmamuyeckue Kiemku, maxk u B-numgpoyumvl. Tounoe onpedenenue mopghonocuieckozo
cyocmpama onpeodensiem MAakmuky KIoHpedyyupyioweu mepanuu. Ilo eemamonocuueckum
napamempam  IUM@POUOHAA/NNAZMOKNEMOYHASL  HEONNA3Us Modlcem  COOmEemcmeosams
MOHOKIIOHANbHOU ~ 2aMManamuy, mieloweu gopme  MHOMCECMBEHHOU  MUEIOMbl  UTU
Mmakpozenodynunemuu Banvoencmpema, monoknonaneHomy B-knemounomy aumgpoyumosy uau
XpoHuueckomy aumeoneixoszy ¢ cmaouu 0-1 (no Rai) unu A, B (no Binet). B smoii cea3u
O00NnOHUMeNbHble 2emMamono2uyeckue 00CcNe006anus — 6bINOIHAEMCA 6 COOMBEemcmeue ¢
KAUHUYECKUMU DPEeKOMEHOAYUU O KAHCOOU OMOeNbHOU HO30J102UU.

« Tlpu numdouurose mnepudepuueckoit kposu 6Gosee 5,0 x 10°1 Bcem manmentam
PEKOMEHJOBAaHO  UMMYHO(DEHOTHUIIMYECKOE HCCIE0BAHUE JIMM(OLUTOB KpPOBH C
HCIIONIb30BaHueM maHenu anturea CD19/CDS/CD23/CD20/ [79].

YpoBenb  yOeaureqbHOCTH  pekoMengaumid C  (YpoBeHb  JOCTOBEPHOCTH
JI0Ka3aTeJabCTB 5).

* Ilpu numdaneHonaTuu W/HIU CIUICHOMETaJuM Npu aOCOMIOTHOM 4YHCIEe JTUM(OIMTOB
nepudepuueckoii kposu Meree 5,0 x 10 °/n BceM manmeHTaM peKOMEHIOBaHA OUOICHUS
TUM(ATHYECKOT0 Y3712, TPEAaHOOHOIICHS WM OMOIICHSI MOpaKeHHOTo oprana [79].

Yposens yoenurenbHocTH pekoMeHnaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB S).
e [lpu napanporenHemMur M peKOMEHJI0BAHO BBINOJHEHHE MOJIEKYJISIPHO-TEHETUYECKOTO

WCCIEN0BaHUs TOYeuHOM MyTauu p.L625P B rene MYD88 meromom TP u CXCR4WHIM

(80, 81].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

2.1.4. UHCTpYyMeHTA/IbHbIE JUATHOCTHYECKHE UCCIIeIOBAHNS.
HJ’IH HUHTCPHOPCTAllUN I/ICCJ'Ie,Z[OBaHI/Iﬁ MOTYT ONPUMCHATBHCA TCXHOJIOTUU UCKYCCTBCHHOI'O MHTCIIJICKTA (HpI/I

HAJIMYUHA U aJalITUPOBAHHOCTU JIA JUATHOCTUKU APYTHUX IMIIA3MOKJICTOYHBIX 3a00JIEBaHUIX — C90)

e Bcem mnanmentam npu ycraHoBieHuun gauarHoda MI'TI3 u  1U1a3MOKIETOYHOM  WIIH
TUMQOIUIa3MOIIUTAPDHOM KJIOHE PeKOMEHAYeTcsl BBIMOMHUTH HH3Kogo3HYyI0 KT Bcero
CKeJleTa WJIM MO3UTPOHHYIO SMHUCCHOHHYIO TOMOTrpauio KOCTEH, COBMELICHHYIO C

koMmmbioTepHor Tomorpadueii Becero tena ([IDT-KT) ans yrouHeHusl mopaskeHUs KOCTEH,
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BBIABJICHUSA KOCTHBIX M 3KCTPAMCAYJUIAPHBIX IUIASMOOUTOM C OHNPCACIICHUCM HUX Ppa3MCpPOB

[78, 81, 82 1.

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

Bcem manmenTtam ¢ OOJIE3HBIO JEMO3UTOB JIETKUX WM TSDKENBIX IENed mepea HavajaoM

Tepanmuu s MCKJIIOYEHHUs OSKCTPApEeHANbHBIX TMOpaXKEHUU (cepaua ¢ TEYCHH)

PEKOMEHAYeTCs BHIIIOJHUTD CIEAYIONNE UCCIEI0OBAHNS:

* anekTpokapauorpaduro [60, 78];

*  XoJTEpOBCKOE MOHUTOPUPOBAHUE CEPJIEYHOTO pUTMa (110 TOKA3AHUM);

* sxokapauorpaduio (o BO3MOXKHOCTH C IPUMEHEHHUEM COBPEMEHHBIX METOJIUK TKaHEBOM
nonrmiepomeTpun) (1o nokazanusim) [60, 78];

*  KOMIIBIOTEPHYIO TOMOTpaui0 OPraHoB OPIOUIHON MOJIOCTH (TI0 TIOKA3aHUsAM);

* IlpunensHas pentrenorpadus opranoB rpyaHoit kietku au KT opraHoB rpyaHoi

MoJIoCTH (TI0 MOKAa3aHUsAM);

YpoBensb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB

- 5).

2.1.5 Huble IMATHOCTHYECKHE MCCIAeT0BAHHUS.
Her.

2.2. AL- amujaonao3

Kpurepun ycranosnenus nuarno3 AL- amunongosa [62, 63]:

1. Hamuume Oenka-amuionsia B JIt000OM TKaHW W/WJIM OpraHe, MOATBEPKIACHHOE TaHHBIMU
THCTOJIOTMYECKOI0 HCCIEN0BaHUs (OKpAllMBAHUE «KOHIO-KPacHBIM» KpacUTENIEM CO
crienn(pUIeCKUM 3€JICHBIM CBEUCHUEM B MOJIIPH30BAHHOM CBETE);

2. JlokasaHHas CBSI3b aMWJIOHJIAa C MOHOKJIOHAJBbHOM JIETKOH IIENbI0 MMMYHOIJIOOYJIHHA
(MMMYHOTHCTOXMMHYECKOE/UMMYHO(ITyOpECLIEHTHOE UCCIJIEJOBaHUE aMWIONa,
IIPOTEOMHBIN aHaJU3 HAa OCHOBE MAacC-CIEKTPOMETPUM WIM HMMYHO-3JIEKTPOHHOMN
MUKPOCKOIIUY aMUJIOUAA);

3. IlopaxkeHuss OpraHoB-MMILIEHEH BCJIEACTBHE aMuiaonjo3a (MOYKH, IEYEHb, CEpALE,

eIy JOYHO-KUIICYHBII TPaKT, HEpBHAs cHUCTEMa, TUM(aTHIECKUe Y3IIbl U T.1.);

2.2.1. Kano0bI 1 aHAMHE3.

VY Bcex manueHToB ¢ nox03peHrneM Ha AL-A npu nepBUYHOM IIpUEME PEKOMEHYeTCsH

TIIATENbHBIN cO0p xanol u anamuesa. Ciexyer oOpaTUTh BHUMaHKE Ha CIIeIyIOIne PU3HAKU

[83]:
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*  c1aboCTh, MOBBIIICHHAs YTOMIISIEMOCTb;

* IOTeps Beca;

* mepudeprudecKre 0TeKH, OJIbIIIKA TP X060€ U B MOKOE;

*  OCHMIUIOCTb I'0JIOCA;

*  CyXOCTb BO PTY;

*  yBEIUYEHHUE Pa3MEpOB sI3bIKA, IUCKOMQOPT MPU Pa3roBOpE, )KEBAHUY;

*  OpTOCTaTHYECKasl TMIIOTEH3US;

*  00MOpPOYHBIE COCTOSTHHUS;

* 00JH B MBIIIIAX;

* paccTpoiicTBa cTyJa: AMapest WIN 3a10pbl;

*  HENpOU3BOJBHOE MOYEUCITyCKaHue, AedeKanus;

*  JKEeIyJOYHO-KHUILIEYHOE KPOBOTEUEHHUE;

* HapylIEeHHE PUTMA CEepALa;

*  CHHJPOM KapIaJbHOro KaHaia (00Jib 1 OHEMEHUE MaJblEB PYK);

*  UHCYJbBT, TPAH3UTOPHBIC UIIEMUYECKHUE aTaAKH;

* MapecTe3u (OIYIIEHNE OHEMEHNUS, MypalIeK, JKEHHs CTOI);

* KpOBOTEUEHHS U3 HOCA, IECEH, MOSABJIEHUE CIIOHTAHHBIX CUHAKOB MJIM T€MaTOM,;
e [Ipu paccnpoce oLIeHUBAIOT TakXKe 001l cTaryc nmanuenta mno mkaie ECOG (cm.

npuinoxkenue '), 1 komopOugHocTs [ 63, 83].
Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).
2.2.2. ®u3uKajibHOE 00C/IeJ0BaHHE.
e V nmanuentoB ¢ AL-A mpu ocMoTpe ciieyeT oopaTuth 0co00e BHUMaHKE Ha CIEIYyONIIe

npusHaku [63, 83, 84,]:

* mepuopOUTaNbHAS MypPILypa;

*  KPOBOM3JIMSHMS B KOXKY U CIU3UCTBIE;

*  MakKporjoccus;

*  IICEBJIOYBEIMYEHUE MBIIIII;

*  OTEKHU HI)KHHUX KOHEUHOCTEH, NeHEpaJIN30BaHHbIE OTEKH (aHAcapka);

*  yYBEJIMYEHHUE Pa3MEPOB IEUEHU U CEIIE3ECHKH;

* yBeIMUYEHHE JTUM(ATHUECKUX Y3TI0B;

*  U3MEHEHHUE HOI'TEi;
Metoaom najbnanmuu, NepKyCCHH, ayCKyJAbTAIMN OIPEICISIIOT

* pa3Mmepsl cepAla, HAIMYUE IIIYMOB, HapyILICHUs CEpACYHOIO PUTMA;
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TUAPOTOPAKC, ACIIUT;
OTEKH HIXKHMX KOHEUHOCTEH;
pa3Mepsbl IEYEHU U CEIIE3EHKH;
nuMQaIeHONATHIO;

apTepuanbHOE JaBJIeHUE Ha 00eHX pyKax, JIe)Ka U CUJIS;

Yposens yoenurenbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

2.2.3. JlabopaTOpHbIe IMATHOCTHYECKHUE HUCCIETOBAHUS.

Bceem nanmenTam ¢ nono3zpenreM Ha AL-A nnu npu BeisiBIIeHHOM AL-A nipy nepBUYHOM
WJIA IOBTOPHOM IIpUEMe, ITPU KOHTPOJIBHBIX 00CIIEIOBAaHUAX U MPH MOI03PEHUHU HA PELUINB
3a00JIeBaHus A1l YTOUHEHUSI COCTOSIHUS M BBIPAOOTKHU a/IeKBaTHOW TepaneBTUYECKON
TAKTUKU PEeKOMEH/1yeTCsl BHIIIOTHHUTD CIICAYIOIIHNE JTa00paTOpHbIE UCCIIETOBAHMS:

o0muii (KIMHUYECKUH) aHaJIM3 KPOBH C OIPEICIIEHHEM COJEp>KaHHs TeMOrioOuHa,
SPUTPOLMTOB, TPOMOOLMUTOB, JIEMKOUUTOB, AU(PPEepEeHIUPOBAHHBIM  IOJICYETOM
JeUKOLUTOB (JeHkonuTapHast (opMmyja) U UCCIEIOBAaHHEM YPOBHS PETHKYJIOLHUTOB B
kpoBu, COD [63];

o0mmii (KTUHUYECKHA) aHau3 MouH [63, 84];
Omnpenenenne KonrmuecTBa 6emka B CyTouHOU Moue [63, 84];

aHaJ3 KPOBU 0OIIeTepaneBTHYeCKuil (MccieJoBaHnue YpOBHS 001ero 0enka B KpOBH,
UCCIIeIOBaHNE YPOBHS alb0yMHUHA B KPOBH, ONPEIEICHNE aKTUBHOCTH
JaKTaTACTUAPOTEHA3bl B KPOBH, UCCIIEIOBAHUE YPOBHS MOUYEBHHBI B KPOBH,
UCCIIeIOBaHNE YPOBHS KpeaTHHa B KPOBH,

UCCIIeIOBaHUE YPOBHS 0011ero OMIupyorHa B KPOBH, OIpeIeIeHUe aKTUBHOCTH
acrapTaTaMHHOTpaHC(epasbl B KPOBHU, OINPEesICHNEe aKTUBHOCTH
aJlaHMHAMUHOTpaHCc(epas3sl B KPOBH, ONPEIEICHNE aKTUBHOCTH IIETI0YHOH (ocdaTassl B
KpOBH, : I/ICCHG,Z[OBEIHI/IC KHCJIOTHO-OCHOBHOI'O COCTOSIHUSA U Ia30B KPOBU (HpI/I
HeoO0XoauMOoCTH) [63, 84];

KoaryJsorpaMma (OpueHTHPOBOYHOE UCCIIEOBAaHUE CUCTEMbI TEMOCTa3a) C
OIpeJIeICHUeM TPOTPOMOMHA, AKTUBUPOBAHHOTO YACTUYHOTO TPOMOOTIIIACTHHOBOTO
BpPEMEHHU, UCIIEIOBaHNE YPOBHS (HUOPHHOTEHa B KPOBH, a TaKXKe IO MMOKa3aHHUIM
OIpeJieNIeHUue aKTUBHOCTHU (pakTopa X B CHIBOPOTKE U IPYTHX IMapaMeTpoB (TIpH

HeoOXoauMocTH) [63, 84];

YpoBeHnb yoequtenbHoCTH pekoMenganui C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeJdbCTB — 5).
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BceMm mnanueHTaM peKOMeHIyeTCsl ONpENCNIUTh KIMPEHC KpeaTMHMHAa M CKOpOCTh

KITyOOUYKOBOHM (puibTpanuu pacdyeTHbM MeToaoM 1o popmynam CKD-EPI unmu MDRD st

YTOYHCHUS COCTOSHHA (bYHKI_II/II/I MMO4YCK M OHNpCACIICHUA HCO6XOI[I/IMOCTI/I MOI[I/I(bI/IKaI_II/II/I

TCpanu WJIKW 03 MpenaparoB IIPpU HAJIUYHUU MMOYCUHOM HEOOCTAaTOYHOCTH /1

omnpeJieNieHus MOKa3aHUM K Ha3HAYeHHIO TeMouanu3a [63];

YpoBeHnb yoequtenbHOCTH pekoMenganuii C (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeJbCTB — 5).

Bcem manmenTtam ¢ nopo3penuemM Ha AL-A win BbisiBieHHOM AL-A Npu NEpBUYHOM WIH

MOBTOPHOM IpHEME, MPU KOHTPOJIBHBIX OOCIETOBAHUAX M IMPH IMOJO3PEHUU HA PEIMIUB

3a00JIeBaHU AJIL YTOYHCHUS aKTUBHOCTU OCHOBHOI'O 3a00/IeBaHUs WIIH JJIs1 OOCHKH OTBETa

Ha TEPAIUIO peKOMEeHAYeTCsl BBIITOIHUTD CIEAYIONNe 00CIeI0BaHuUA:

OmnpeneneHue  COOTHOIIEHHS  OENKOBBIX  (pakuumii  MeTogoM  3JeKTpodopesa,
UCCIICIOBAaHHE  MOHOKJIOHAJIBHOCTH  MMMYHOIJIOOYJIMHOB B KPOBH  METOJIOM
UMMYHO(]UKCALNH, ONpeAeTICHHE COepKaHUe CBOOOTHOM JIETKOW IIenH Karmna u Jsm0aa
B KPOBM, HCCIEIOBaHME MOHOKJIOHAJIBFHOCTH HMMMYHOIJIOOYJIMHOB B MOYE METOJIOM
UMMYHO(MKCALIUU, HCCICIOBAHUE YPOBHA HMMMYHOTJIOOYJIMHOB B  KpPOBH c
KOJINYECTBEHHBIM oTpeieIeHueM MOHOKJIOHAJIEHOT'O u MIOJTMKJIOHAJIBHBIX
uMMyHornooynuHoB. Omnpenenenue coaepkanust CJIL[ nMMYyHOTI00yTMHOB CHIBOPOTKH

JIOJDKHO BBITIOJIHATHCS (METOI0M HedelnoMeTpun Win TypooaumeTtpun) [63, 84];

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

KommeHnTapmii: onpeoenenue CJIL] ummyHo2n00yiuno8 HeobOX00UMO 01 onpeoeieHust

cmaouu, npocHo3d, OYeHKU dPHeKmueHOCmuU NPOBOOUMOL MePanuu U OUASHOCMUKU Peyuousa

(npoepeccuu). [lna onpeoderenus kouyenmpayuu CJIL] ucnonvzyiom paziuyHvle Memoovl

Hegenomempuro, mypououmempuio u umMmyHogpepmenmuuiii anaius. Hepenomempus senisemcs

memooom evibopa konruvecmeennou oyenku CJIL. Baosicno ommemums, umo onpeoensims

KOHYeHmpayuio yeiecooopasHo auwb 6 cvlgopomre. Onpedenenue u monumopune CJIL] 6 moue

He pekomeHnoosaro [85].

e Bcewm nauuenTam ¢ BbIsIBIEHHBIM AL- aMUI0M1030M peKOMeHAYyeTCsl OIIPEIEIUTh

uccienoBanue ypoBHs tTupeotponHoro ropmona (TTT) B kpoBu[63, 83];
ucciaefoBaHue ypoBHA TpomnoHuHOB I, T B KpoBu, wucciaenoBanuss ypoBHA N-
TEPMUHAJIBHOTO (hparMeHTa HaTpHiypeTHUecKoro npomnentuaa Mo3roporo (NT-proBNP)

B KpoBH [55, 56, 63];

Yposens yoenurenbHocTu pexkoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB

- 5).
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e Bcem nmanueHTaM C BBIABIICHHBIM AL-A PECKOMCHAYCTCS BBIIIOJIHUTH HUTOJIOTHUICCKOC
HUCCICA0BAaHUEC Ma3dKa KOCTHOI'O MO3ra (MI/IGHOFpaMMa) AJI IOATBCPIKACHUS AUAarHo3a

[63, 84].

Yposens yoeaureabHOCTH pekoMenaannii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB 5).

e BceM namnuenTam ¢ BeISIBICHHBIM AL-A pekoMeHyeTcst AJisi MOATBEPKACHUS JUarHosa
UMMYHO(EHOTHUITNYECKOE HCCIeI0BaHUE OMOJIOrMYECKOro Marepuana (Iia3MaTHUYeCKuX
KJIETOK KOCTHOTO MO3Ta) METOJIOM MPOTOYHON HUTO(IYOPUMETPHH C HCIIOJIb30BaHUEM
na"enu CD138/CD38/CD45/CD19/ CD117/CD56/CD28 (mo mokazanusim) [63, 84].
IIpu napanporennemMun M nanens uccinenoanus gononssror CD20, CD22 u CD79a
[81].

YpoBens yoenureabHocTu pexkoMmenaanuii C (YpoBeHb J0CTOBEPHOCTH JA0KA3aTEJIbCTB

5).

e BceM nanueHTam ¢ noATBEPKACHHBIM AL-A peKoMeHyeTCsl BBIMOIHUTD BBITIOJHUTD
MaTOJIOT0-aHATOMUYECKOE UCCIIEeJOBaHNE OMOTICUITHOTO (OTepaliMOHHOT0) MaTepuaa
KOCTHOTO MO3T'a, I[P HEOOXOUMOCTH MATOJIOr0-aHATOMUYECKOE HCCIIEIOBAHNE
OuoncuitHOro (ONEeparMoOHHOr0) MaTepHuaga KOCTHOTO MO3Tra ¢ IPUMEHEHUEM

HUMMYHOTUCTOXUMHUYCCKUX MCTOA0B IJId MMOATBCPKACHUA U (I)OpMyJII/IpOBaHI/ISI Juar”Hosa

[63, 84].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

Bcem namueHntam ¢ BHepBble  BbIABICHHBIM AL-A  pekoOMeHIyeTCsl  BBIIIOJIHUTH
uurorenernueckoe uccinenosanue 1K nns onpenenenust tpancnokauuu t(11; 14) (q13; q32) B
OuorncuitHOM (ONEpallMOHHOM) MaTepuane METOA0M (DIIOOpPECHeHTHOW TMOpHIU3aliK in Situ
(FISH), a Taxxxe Tpucomuii 5, 9, 15, ammumdpukamun 1q21. Ilpu yncne miazmMaTHYECKUX KIETOK
B KM wmenee 10% He0OXOmIMMO  HCIIOJIIB30BATh METOJ MO3UTHUBHOW HWMMYHOMAarHUTHOMN

cenekiuu [63].

Yposens yoeaureabHOCTH pekoMenaannii C (YpOBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenrapwuii: npu mpancnoxayuu t(11;14) s¢ghexmusnocmv mepanuu uneubumopamu
APOMEOCOM U UMMHOMOOYISAMOPAMU HUJICe, YeM npu omcymemeuu smou abeppayuu. Hanuuue
amnaupurkayuu  1g21  accoyuuposano ¢ Xyowumu — pe3yromamamu - npu - mepanuu
#uengpananom™*.  Beisenenue — mpucomuil  Koppeiupupyem — cO  CHudcenuem  obwell

BBINHCUBAEMOCIU  NOCTE B8bICOKOOO3HO20 #Hmenganana™** [24, 25, 26]. B osmou cea3u
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yumocenemudeCKkue U3IMeHeHUus I/;€JZ€COO6pa3H0 6blNOJIHAMb Y 6CeX NAyueHnos AL-A npu

ycmaHosieHuu ouazHosa.

e Ilpu mapanporerHeMud M PEKOMEHIOBAHO BBINOJHEHUE MOJEKYJISIPHO-TEHETUYECKOTO
VCCIIEN0BaHMs ToueuHoM MyTanuu p.L625 P B rene MYDS88 meromom TP u CXCR4WVHM
[124].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

2.2.4. UHCTpYMeHTA/IbHbIE JUATHOCTHYECKHE UCCIIeIOBAHNS.
e Bcem nanuenTam 1mpu ycTaHOBIEHMM AuarHoza AL-A ¢ uensto HCKIIIOYEHUS

cuMnromarnyeckoi MM M COIMTapHOM IUIa3MOLMTOMBI  PEKOMEHJYETCHl BBIIIOJHUTH
Hu3kon03Hyt0 KT Bcex kocrell ckenera s yTOUYHEHUS HAJIUYMS U PAaCHpPOCTPAHEHHOCTH
MOPAXXEHUsI KOCTEH, BBISIBJICHHUS KOCTHBIX M 3KCTPAaMEAYJUIAPHBIX IUIa3MOLUTOM C
OmpeieIEHUEM UX pa3mepoB [63].
YpoBenb yoequtenbHocTH pekoMenganuii C (YpoBeHb JOCTOBEPHOCTH A0Ka3aTeJbCTB — 5).
e Bcem nammentam ¢ AL-A nepen HayanoMm Tepanuu AJIs OLEHKU CTEIEHH BOBJICUEHMS
BHYTPEHHUX OPraHOB PEKOMEHIYeTCsl BBIIIOJIHUTD CIIEIYIOIINE UCCIIEI0BAHUS:
* anekTpokapauorpaduro [63, 83];
*  XOJTEPOBCKOE MOHUTOPUPOBAHUE CEPJECYHOIO pUT™Ma [63];
* »xokapauorpaduio (o BO3MOXHOCTH C IPUMEHEHUEM COBPEMEHHBIX METOJIUK TKaHEBOM
nonmiepometpun) [63, 83, 87];
*  YIBTPa3BYKOBOE HCCIIEIOBAaHUE OPTaHOB OPIOLIHOM MOIOCTH (KOMILIeKCHOE) [63];
*  KOMIBIOTEPHYIO TOMOTpa(duio OpraHoB OPIOIIHON MOIOCTH (TI0 MOKa3aHusM) [63];
* TPULENBHYIO peHTreHorpaduio opraHoB rpyaHoil kietku wian KT opranoB rpyaHoii
oJyiocTy (10 MokazaHusim) [63];
* »30(paroracTpoayoIE€HOCKOIHIO;
* 3IEKTpoMHOrpaduio UrojbuaTyro (Mo MoKa3aHusaMm) [63];
*  MarHUTHO-PE30HaHCHasi ToMorpadus cepa ¢ KOHTpacTHpOBaHUEM (110
nokazanusim) [63, 87];
YpoBenb yoenureabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH I0KA3ATEJLCTB — 5).
KommeHnTapmii: oxoxapouoepagus ¢ npumenenuem cospemMeHHbIX Memo0o8 MKAHEBOU
odonniepomempuu U OYEHKOU MUOKAPOUATLHOU NPOOOIbHOU O0ehopmayuu 1e6020 Hceliy0ouKd
nozeonsiem oughghepenyuposams nopaxicenusi cepoyda, 00yCi081eHHble AMULOUOOZ0M, OM OPYeUX
npuuuH.  3HaueHue  NPOOOALHOU  Oepopmayuu  1e6020  HCENYOOYKA — UMeem  MAaKm#ce

npoeHocmuyeckoe 3uayenue [88, 89].
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MPT cepoya ¢ konmpacmuposanuem - 8blCOKOUHGOPMAMUBHDLLI, Ooee Yy8CMEUMENbHbIl 8

CPasHeHuu co CMaHOapmHoll dxokapouozpaguei, Memood OUASHOCMUKU AMUIOUO03A cepoyd

/90, 91]

Ilooo3penue na amunouoo3 001#cHO 6cez0a 603HUKAMb NPU

npomeuHypuu Heppomuyeckozo yYpoeHs (0COOEHHO Npu OMCYMCMBUU CAXAPHO20
ouabema),

cepoeunoll  He0OCMAmMOYHOCMU V  NAYUEHMO8 C CUMMEMPUYHOU 2unepmpogueti
MUOKAPOA U peCMPUKIMUBHBIM MUNOM PEMOOENUPOBAHUL MUOKAPOA,

Heouabemuyeckou NOIUHeupoOnamuu;

eenamome2anuu, Ouapeu HesaCHo20 ceHe3d,

08YCMOPOHHEM CUHOPOME KAPNANbHO20 KAHANA,

Hapyuenuu omuowenuss CJIL] ummyHno2nodyiunos 6 coieopomie;

2.2.5. Nuple TMAaTHOCTHYECKHE NCCIeI0BAHUS.

Bcem mammentam ¢ momo3penueM Ha AL-A  HeoOXOIMMO THCTOJIOTHYECKOE
MOATBEPKJICHUE OTIOXKEHHUs amuiouaa [62, 63].  CKPUHUHTOBBIM METOAOM s
BBISIBJICHMSI OTJIOKEHMS aMWJIOMAA SIBJISETCS MCCIEJOBAaHME IIOAKOKHOIO JKHpa
(MOJly4eHHOTO METOJOM AaCIUpalud U3 TepeaHel OpIOMIHOM CTEHKH), KOTOPBIH
MO3BOJISIET OOHAPYXHUTh amMuwioua y 77% mnamuentoB [92]. K npyrum  «JOCTYITHBIM
JIOKycaM JIJIsl BBIITOJTHEHUS OMOIICUHM OTHOCSAT MAaJIyl0 CIIIOHHYIO jKenesy, 12-mepcTHyro

WIM TPSIMYIO KMIIKY, KOCTHBIN MO3T [92-94].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Bcem mnanumeHTam ¢ IOAO3PEHHMEM HA aMWIOHWIO3  PEKOMEHAYETCS  IMAaTOJIOrO-
aHATOMUYECKOE HCCIICIOBaHHE OMONCHHHOTO (OMEepPAIMOHHOTO) MaTepHualia KOXH C
MIPUMEHEHUEM HMMYHOTMCTOXUMHUYECKUX METOIOB, [1aTOJIOT0-aHATOMUYECKOE
UCCIIeIOBaHNE OMONCUWHOTO (OTMEepPallMOHHOI0) MaTephalia KOCTHOIO MO3Ta, MaToIoro-
QHATOMUYECKOE HCCIIeIOBaHNEe OUONCUWHOTO (OTMEpPAlMOHHOT0) Marephaia TKaHEeH
CIIFOHHOW JKeNe3bl (Majoi), TMaToJIOT0-aHATOMHYECKOe HCCIIeOBAHUE OMOICHIHOTO

(onmepannoHHOro) MaTepuana 12-nepcTHoi win npsiMoi KUk [92-94].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
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e [lpu orcyTrcTBUM amuionjga B OMONTaTaxX <«JIOCTYIHBIX» OPraHOB BCEM MAI[EHTaM C
MIOJI03PEHUEM Ha aMWJIOMI03 PEKOMEHAYETCS IAaTOJOr0-aHaTOMMUYECKOE MCCIIET0BAHUE
OuorncuiiHOro (ONEpallMOHHOT0) MaTepuana IMOPAKEHHBIX OPraHoB (cepiua, MOYKH,
[IEYEHH) C TPUMEHEHHUEM MMMYHOTHCTOXMMHUYECKMX MeTonoB [62]. Bo3MoxxHO
BBINOJIHEHHE OMOIICHH TTOYKH Ha TIEPBOM 3Tare 00CciIeJ0BaHus, e€cau 00JbHON HAXOIUTCS
B HE(PPOJIOTUUECKOM OTAEICHUH, TJe LIUPOKO HCHOIB3YIOT 3TOT METOJ AHUATrHOCTHKH.
buoncuto meueHn B CBS3M C PUCKOM KpPOBOTEUEHHUS PEKOMEHIOBAHO  BBIIOJHATH

TPaHCIOTYJISIPHBIM 1ocTyIoM [93].
Yposens yoeaurenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

Kommenmapuii: [{na obuapyscenusi amuiouda nposoOUMcs 2UCHOXUMUYECKOe UCCIe008aHUU
Ha napagunogom O1OKe Ouonmama MKAHU C OKPACKOU KOH2O-KPACHBIM, C NOCAEOYIOUUM
00513aMeNbHbIM UCCTe008AHUEM 8 NOTAPUZAYUOHHOM MUKpOcKone. TIpu obHapyscenuu amurouoa
Ha nepeomM 3mane npogooOUmcs €20 MUnUpoBanue HA  Cpe3ax ¢ NapaguHosozo 610Ka ¢
npeduwiecmsyrowell  (epmenmamusHou  oopabomkou  u ucnonvzosanuem  FITC-
KOHBIOCUPOBAHHBIX AHMUMEN K Je2KUM Yenam Kanna u asmooa ¢ nociedyroujeli OYeHKol
UMMYHOSUCTOXUMUYECKUX DeaKyull 8 TIoMUHecyenmuom muxpockone. Ilpu uckniovenuu AL-A

NPOBOOUMCSL BMOPOL IMAN MUNUPOBAHUL Ol NOOMBEPAHCOEHUsL OpY2uX munog amuiouoa [63,

93].

s munupoganus amunouoa UMMYHOLUCMOXUMUYECKUM MemoooM HeoOXooum ouonmam
MKAHU. Tunuposanue amurouda 6 acnupame B03MOINICHO MOJILKO MemoOOM MAcc-
cnexmpomempuu. Macc-cnekmpomempus — «3010MOU CMAHOAPM» 8 MUNUPOBAHUU AMUIOUOQ,
MemooO xapaxkmepusyemcs Hauboiee 8bICOKOU 4y8CMBUMETbHOCIbI0 U cneyuduunocmoio [95,
96]. Oonaxo memoo macc-cnekmpomempuu He docmyner ¢ P®.

s nocmanosku OuacHo3a O00CMAMOYHO OOHApYdCeHUue aAMuiouda 6 OOHOM JIOKYCe,
NOPAadCeHUsi  OCMANbHLIX  OP2AHO8  YCMAHAGIUBAIOM  HA  OCHOBAHUU — KIUHUYECKUX U
UHCMPYMEHMATbHBIX OaHHbIX. buoncus 6cex opeanos, NoO0O3PUMENbHLIX HA OMI0NCEHUE
amunouda, He peKoOMeHOyencs.

Obuapyoicenue amuiouda U MOHOKIOHALHOU CeKpeyuu HeOoCmamoyHo O/ YCMAHOBIeHUS
ouacnoza AL-A. [Inasmoxnemounas Ouckpasus modicem Oblms HUKAK He C853aHA C AMUTOUOO30M
(Hanpumep, nNpu  MPAHCMUPEMUHOBOM — AMULOUOO3E CONYMCMBYIOUYIO  MOHOKIOHATbHYIO
eammanamuio eviagnsiom y 23% nayuenmos) [97]. B smoil cea3u munuposanue amuioudd

0053amenbHO 80 6cex CyUasxX.
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2.3 POEMS cuHApOM

Huarnoz POEMS cunapoma ycTaHaBIMBAIOT 110 COBOKYITHOCTH AUATHOCTUYECKUX KPUTEPHEB.
Heo6xoauMbIM CUHATAIOT JBa 00s3aTEIbHBIX, OJMH U3 TPEX OOJBIIUX U OJMH U3 HMIECTH MaJbIX
kputepues (Tabdmn.1) [4, 78].

Tabnuua 7.

Juarnoctuueckue kpurepuu POEMS cuniapoma

INonunelponaTus

O6s3aTeBHBIE KPHTEPHH (KaK rmpaBuIIo, IEMHUEINHU3UPYIOIIAs)

(TpeOyercsi 06a KpuTEpHs) MoHOKJIOHaIbHAA FAMMaaTUs

(XapakTepHa pecTpUKIIHSI JIETKOH 1eny JisimMo0a)

bonesnr Kactnemana

BoJsbuine kpurepun

Quaru OCTCOCKJICPO3a B KOCTAX

HE00XO0IUM OJMH KPUTEPH
( a & pHaTep ) [NoBbIIIeHNE COCYMCTOrO HI0TeNHanbHOro akropa pocta (VEGF)

OpranomMeranus (CIJICHOMET NS, FeTTaTOMET s WITH
sMaieHonaTus)

Orteunslii cuaapoM (neprudeprdeckue, THAPOTOPAKC, ACIINT)

DHIOKpUHONATHSI (HApyLIEHHE (PYHKIUH HAANOYCIHHKOB,
[IUTOBHIHOM KeIe3bl, TUIIO(H3a, TOIOBBIX KENE3, IAPANIATOBUIHBIX
Mansbie kputepuu )Kee3, IAaHKPEaTHIeCKOU JKeJe3bl)

(HEOOXOAMM OJIMH KPUTEPHIA) W3menenns Koy (TUIIEPIUTMEHTANNS, THIIETPHX03, KaMIIISIPHbIC
TeMaHTHOMBI, TUIETOPa, AKPOIIMAaH03, OKpPACHEHHUE, OeNble HOTTH)

OTek JAWCKaA 3pUTCJIBHOTO HEPBA

TpomOonuTo3/MONHINTEMHS

Jlpyrue cuiMnToOMBI Jledopmanus nanpIeB pyK ¥ HOI'TEH, B T.4. MAJIBIBI B BU/IE
«bapabaHHBIX MTAJIOYEK», ITOTEPS] MACCHI Tella, THIEPTHIPO3, JIETOYHAS
THIIEPTEeH3Us/ PECTPUKTUBHBINA THI BEHTWISILIMOHHBIX HApyILICHNH,
TpoMO03bl, HU3KOE cojiep)kaHne ButamuHa B12, muapes.

[TpuMeuanue: B CBSI3H € MIHUPOKOI pacpoCTpaHEHHOCTBIO caxapHOro Auadera u 3a001eBaHHMA
IIMTOBHIHOM JKeJIe3bl ATU 3a00JIEBaHUsI MOTYT pacCMaTPUBAThHCS B KAUECTBE KPUTEPHEB

POEMS cunzapoma, TOJIBKO €CJIM OHU COYETAIOTCS C IPYTUMH 3HIOKPUHONATHSIMH.

2.3.1. ’Kas100b1 1 aHaMHe3.
Y Bcex mnamueHtoB ¢ POEMS cuHIpOMOM ©ipM TNEPBUYHOM IIPUEME PEKOMEHIYeTCsl

TIIATENbHBIA cOOp kanod u anamuesa. Cienyer oOpaTUTh BHUMaHUE Ha CIEIYIONIUE TPU3HAKH

[4, 5]

* OHEMEHHe, apecTe3nu, 60Jib, caboCTh, HApYLICHUE ABMKEHHUH B PyKax U HOTaXx.
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* HapylleHHE MEHCTPYAIbHOH U CEeKCYanbHOH (pyHKITHH

* o0mas cmabocTh, CuiIbHOE Toxyaanue (6onee 10 Kr 3a mocieaHui rom)

* W3MEHEHMsI KOXH, KOTOpbIE MOSIBWINCH HEIABHO (aHTMOMBI, THIIEPTPUXO3,
MeJIaHOAEpMUsl, KPaCHOTA)

* HapyLICHHUE 3pEHUs

Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

2.3.2. ODu3UKAJILHOE 00C/IeI0BAHUE.

[Tpu ocMoTpe peKkOMeHayeTcsi O0paTUTh 0cOO0e BHUMAHUE HA CIEAYIOUINE MPU3HAKH [4,

5]:

* IBET KOXH M CIM3HCTHIX, HAJIWYME TE€MaHTMOM, TUIEPTPUX03a, HU3MEHEHHE IBETa
KOHEYHOCTEH (IOKpacHEeHUe, IMaHo3) MPU OMYCKAaHWU BHM3, aKPOLMAHO3, Oejble HOI'TH,
M3MEHEHMS KOHIIEBBIX (DalaHT 1Mo TUMY «0apabaHHbIX Nal0YeK», CKICPOASPMOIIOT00HBIH
CHHIPOM, aTpo(us MBIIIII JIULA.

*  OTEKU HI)KHUX KOHEYHOCTEH, acuuT

* 1oxojka (HeyBEpEeHHas, C ONOPOH, CTEIIaX)

*  THHEKOMAaCTHs

MeTo0M naabNaluu, NEPKYCCHH, AYCKYJIbTAIMH OIPEIENISIOT

*  OTEKU HIDKHHUX KOHEYHOCTEM;

*  THIPOTOPAKC, ACIIMT;

* 1uM(paFeHONATHIO;

* pa3Mepbl ICUEHHU U CENIE3EHKY;

° ApTCPHUAIBHOC JABJICHUC JICIKA U CUIS,

Yposens yoenurenbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).

2.3.3. JlabopaTopHbIe TUATHOCTHYECKHE UCCIEIOBAHNS.

Bcem namumentam c¢ nopo3penueM Ha POEMS cuHapoM npu nepBUYHOM WIM IOBTOPHOM

npueMe, Ui yYTOYHEHHUS COCTOSHHS M BBIPAOOTKM aJe€KBAaTHOW TEpareBTUYECKONH TAKTUKH

PEKOMEHAYETCH BBIIIOJTHUTH CICAYIOIINUEC na60paTopHLIe HUCCICIOBAaHUA:

o0mui (KIMHUYECKUI) aHajdu3 KpPOBH PAa3BEPHYTHIM C ONpEAETICHUEM COJACpKaHUs
reMOTJI00MHA,  APUTPOLMTOB, TPOMOOLMUTOB,  JEUKOIUTOB, AU(PepeHINPOBAHHBIM
MOJCUYEeTOM  JIeHiKouMTOB  (NeiikouuTapHas ¢GopMyna) ¥ HUCCIEAOBAaHHEM  YPOBHS
petukynouutoB B kposu, COD [4, 5, 78];

o0mmmii (KITMHUYECKH) aHanu3 Mou [4, 78];
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e ompe/eNeHrne KonuecTBa O0enKka B CyTO9HOM Mode (1o mokazanusiM ) [4, 78];

*  aHaTU3 KPOBU OMOXMMHUYECKUH 00LIeTepaneBTUIECKHii (MCCIeI0BaHnEe YPOBHS 00IIEro
OeJKa B KpOBH, UCCIICIOBAaHHE YPOBHS albOyMUHA B KPOBH, HCCIIEIOBaHUE YPOBHS
MOYEBHHEI B KPOBH, UCCIICJIOBAHHNE YPOBHS KpEaTHHHHA B KPOBH, MWccnesoBaHue ypoBHs
obuwero 6unupy6buHa B KPoBM, OTPECIICHNE aKTUBHOCTH aclapTaTaMUHOTpaHChEpas3bl B
KPOBH, OIpe/IesieHNe aKTUBHOCTH aJlaHMHaMUHOTpaHC(epasbl B KPOBH, ONPEICIICHUE
aKTUBHOCTH LIENTOYHOH (ochaTasbl B KPOBHU, UCCIEJOBAHUE YPOBHS KaJlusl B KPOBH,
UCCIIeIOBaHNE YPOBHS OOIIETO Kanblws B KpoBu [4, 78];

*  OpPHEHTHPOBOYHOE UCCIIEOBAaHHE CUCTEMBI TEMOCTa3a C OINpEesIeHUeM TMPOTPOMOMHA,
aKTUBHPOBAHHOT'O YACTUYHOTO TPOMOOIUIACTHHOBOTO BPEMEHH, UCCIIEJIOBAHUE YPOBHS
¢ubpuHOTreHa B KpOBH, ONpeaeieHrne KonueHTpanuu J-nqumepa B kposu [4, 78];

* Onpenenenue ypoBHsa ButamuHa B12 (unanoko6anamuH) B kpoBH [4, 78];

YpoBenb yoeauteabHocTH pekoMeHaanuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTEJNbCTB —

5).

Kommenmapuir: y 50% nayuenmos c¢ POEMS cunopomom 6 ananuze Kposu 6biAGIsAI0m

mpomboyumos unu 3pumpoyumo3s [98]. Ipumepno y 10% nayuenmos ¢ POEMS cunopomom

gviasIAlom npomeunypuio boree yem 0,5 e/cymxu, y 6% - nosviuwenue xpeamununa [4].

Ilopasicenue nouexk He 6KIIOYEHO 8 OUACHOCMUYECKUEe Kpumepuu, OOHAKO 6 Jaumepamype

npeocmasienvl  Ciyuau NOpPaAMCeHus NnouyeKk C XAPAKMepHbIMU UBMEHEHUAMU NO MUy

Membpanonponugepamueno2o  enomepyionepuma  06e3  ceeueHus UMMYHOIO00VIUHOE U

¢paecmenmos komniemenma [99 - 101] .

e Bcem nanmentam ¢ POEMS cuHIpoMOM peKOMeHAYeTCsl BBIIOJHUTH LIUTOJIOTHYECKOE

UCCIIEZIOBAaHME Ma3Ka KOCTHOTO Mo3ra (Muenorpamma) i TOATBEPXKICHHUS U
dbopmupoBanus awmarHoza. [4, 78]. s BBINONHEHUS ITUTOJIOTHYECKOTO HCCIEIOBAHUS
KOCTHOTO Mo3ra (MuelnorpamMma) HEOOXOJHMMO TIIO/lydeHMe LWTONOMMYEecKoro npenapara
KOCTHOTO MO3ra NyTem MyHKLMUK.
KommenTapuii: wucio nnazmamuyeckux Kiemox 6 Muerocpamme, Kaxk npaguio, He
npegviwaem  5%. Hccnedosanue neobxooumo 0aa uckuouenus MM, xomopas modcem
coyemamuvcs ¢ POEMS cunopomom [4, 78].

Yposens yoenurenbHocTH pekoMeHnaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3aTeJbCTB S).

e Bcewm naunentam ¢ POEMS cuHApOMOM peKOMEHAYETCS BBIIIOJIHUTD [1ATOJIOr0-

AHAaTOMHYCCKOEC NUCCIICIOBAHUC OMOIICUIHOTO (OﬂepaHI/IOHHOFO) Marcpurajia KOCTHOIO MO3ra
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npu HCOGXOI[I/IMOCTI/I IaToJIOro-aHaTOMHUYCCKOC UCCIICAOBAHUC OMOIICUIHOTO
(OHepaI_II/IOHHOFO) MaTcpHrajia KOCTHOIO MO3ra ¢ IppyMCHCHUEM UMMYHOTHUCTOXUMHUYCCKUX

METOJIOB JIJIsl IOATBEPKACHUS U (popMyIrpoBaHus auarHosa [4, 78].

YposeHns yoeauteabHocTu pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB S).
Kommenrtapmii: Knonanvnvle niazmamuueckue Kiemku ¢ mpenanoouonmame KOCMHO20 M0O32a
suiagnsaom y 66% nayuenmos. Ilnasmamuueckue knemxu 6 91% cayuaes skcnpeccupyrom
neckue yenu aamooa - muna. Xapakmepuvim npuznakom POEMS cunopoma  cuumaiom
KONIbYEBUOHOE PACHONONCEHUEe — NAA3MAMUYECKUX KIeMOK BOKpY2 CKONJeHUs AUMPOUOHbIX
knemok. Y 6onvwuncmea (91%) nayuenmog 8 KOCMHOM MoO32€  BbIAGIAIOM  CUNEPNIAZUIO
Me2aKapuoyupHo2o pocmka ¢ obpazosanuem kiacmepos.  CKonjienus me2aKapuoyumos 6
mpenanobuonmame CXOOHbl € eunepniasueli Me2aKapuoyumopHo2co pocmKa — npu
Muenonporugepamusnvix 3a6o1esanusix, oonako mymayus JAK2V617F omcymcmeyem. Takum
obpaszom, couemanue mMe2aKapuoyumapHou SUNepuaasull ¢ KIOHATbHbIMU NAAZMAMUYECKUMU
KAeMKAMU, OKPYHCAIOWUMU 8 8UOe KOIbYd TUMPOUOHbIE CKONIEHUS, pAcCMampuearom Kak
ybedumenvHvle eucmonocudeckue npusnaxamu POEMS cunopoma [102].
e Bcem nmanuentam c nogo3peHueM Ha POEMS cuHIpOM ~ peKOMEHIOBAHO BBIIIOJIHUTH
uccienoBaHue mnepudeprudeckoil KPOBH HA coJiepkaHue (akTopa pocTa SHIOTETUS COCYI0B
(VEGF) [4, 42, 103].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuii: nosvienue cooepoicanuss VEGF ne omuocumces kK namocHOMOHUYHBIM
npusnakam POEMS cundpoma u mosicem Habnodamucs npu opyaux 3abonesanusx. B smotl
ceasu nosviuenue VEGE cnedyem yuumvieams moabko 8 COBOKYRHOCMU C OPYUMU
cumnmomamu. Cnedyem yuumwiéams, umo cooeposcanue VEGF 6 naasme u colopomku 8 Hopme
paznuuaemcs 8 10 pas. Y nayuenmos ¢ noomeepaicoennvin POEMS cunopomom meouana VEGF
6 naasme cocmasuna 200 ne/mn (uyscmeumenvHocmo 68%, cneyuguunocmo 95%), 6
cvigopomrke 1920 ne/mn (cneyugpuunocms 98%, uwyecmeumenvrocms 73%) [43, 103].
e Bcewm nanuentam c nopo3penuem Ha POEMS cunapom nnu BeisiBnieHHoM POEMS
CUH/IPOME TIPH MEPBUYHOM HIIM TOBTOPHOM IIpHEMeE, TIPU KOHTPOJIBHBIX 00CIEIOBAHUIX
Y TIPY TIOJIO3PCHHUH Ha PEIUIUB 3a00JIeBaHUS AJI1 yTOYHEHHUS] aKTHBHOCTU OCHOBHOTO
3a00JIeBaHUS WM JUIsI OIIEHKU OTBETA HA TEPANTUIO PEKOMEH/IYeTCsl BBHITIOTHUTh
UMMYHOXUMHYECKOE MCCIIEIOBAaHNE KPOBU M MOYH, BKITIOUAIOIIEE OMPE/ICICHHE

COOTHOILICHUSI OEJIKOBBIX (PpakLUii METOIOM AIeKTpodopesa, UCCIeJOBAHNE
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MOHOKJIOHAJIbHOCTH MIMMYHOTJIOOYJIMHOB B KPOBH METOJIOM UMMYHO(HKCAIINH,
UCCIIeIOBaHHE MOHOKJIOHAJIbHOCTH HIMMYHOTTIOOYJTMHOB B MOY€E METOJIOM
MMMYHO(]HKCALIUHU, UCCIIE0OBAaHUE YPOBHS UIMMYHOTJIO0YJIMHOB B KPOBH C
KOJIMYECTBEHHBIM OINPEAEICHUEM MOHOKJIIOHAJILHOTO U TIOJUKIIOHATIBHBIX

UMMYHOTIJI00yJINHOB. [4];

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Bcem naunmentam c nopo3penuem Ha POEMS cunapom wunu BeisiBneHHOM POEMS
CHHIPOME TpHU NEPBUYHOM MpHUEME NPU HAIWYHU nepudeprueckoi TuMdaaeHONaTHH ,
PeKOMeHAyeTCs BBITIOJIHUTD ouorncuio TMM(aTHIECKOTro y371a u
MaTOJIOr0aHATOMUYECKOE HCCIIE0BAaHHE OHOICUITHOTO (ONepanioHHOr0) Marepuasia
auMdoyssia ¢ MPUMEHEHHEM HMMYHOTHCTOXMMHYECKHUX METOJOB Ui BepU(UKALUU

auar”osa [4, 78].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
KommenTapuii: ucciedosanue aumpamuyeckoco y3ia HeoOXo0uUMo 01 OUACHOCMUKU
aneuoonnuxkyiaprot  aumgouonou eunepniasuu  (bonesnu Kacmnemawna), xomopas 6
covemanuu ¢ nepughepuueckol noiuHerponamuen U  NIAZMOKIEMOYHOU  OUCKpasuel

paccmampusaemcs kak kpumeputi POEMS cunopoma.

2.3.4. UHCTpYyMeHTA/IbHbIE JUATHOCTHYECKHE UCCIIeIOBAHNS.
e Bcem mnamueHtaM mnpu ycraHoBieHun aAuarHoza POEMS cungpom pexomeHnayercs

BbINOAHUTG HU3KOA03HYI0 KT wmmm IIOT-KT Bcero ckenera [uisi yTOUHEHUS HOpaKEHUS
Kocteit [4, 65].
Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 4).
KommenTapuii: ocmeockiepomuyeckue uzmenenusi kocmei eviagiaiom y 95% nayuenmos.
Ouacu  mocym @vieiademb  KAK CKAEPO3UPOBAHHbIE, MAK U  KAK Jumuyeckue  co
cknepomuyeckum 0600kom. OnucaHvl makdce aumudeckue oyacu NOpAdMdCeHus ¢ KOCMHbIMU
nepemviukamu (6u0 molivusix nysvipetr). Cuumarom, umo KT xocmeti npu POEMS cunopome
oonee ungopmamusna, uem  [I9T-KT, na xomopoiu  6u3yanuzupyromcs Jauwlb ouazu ¢
aumudeckum komnonewmom [104, 29, 106].
e Bcem maumenram ¢ POEMS cunapomMoM mepea HayajaoM Tepalnud PeKOMEHIYyeTcCs
BBITNIOJIHUTD CIEAYIOLIUE UCCIIEA0BAaHU:

*  KOMIIBIOTEPHYIO TOMOTpaduio OpraHoB OPIONIHON MONIOCTH (TI0 oKa3aHusM) [4, 78];
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* mpuuenbHas peHTreHorpadwuio rpyaHoi kietku wiu KT opranoB rpyaHoil momoctu (1o
nokazanusMm) [4, 78];
* »Xxokapauorpaduio (Ui AMArHOCTUKH JIETOYHOU TunepreH3un) [4, 78];

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

2.3.5. UHble THATHOCTHYECKHE UCCIIEIOBAHNS.
e Bcem nauuenram ¢ POEMS cunapoMoM nepen HayajaoM Tepanuud pPeKOMeHIyeTCs

KOHCYJbTAIlMsl Bpaya-HEBPOJIOTA, a TAKKE BBIMOJHEHHE 3JIEKTPOHEHpOMHOTrpaduio
UTOJIBYATBIMU DJIEKTPOAAMH M TECTUPOBAHUE C IPUMEHEHHMEM CIIELUAJIBHBIX ONPOCHUKOB
IUIi  TUarHOCTUKU W JalbHEHIIero MOHUTOPHMHIA Mepudepudeckoil nmonuueiponartuu [4,
78].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

e Bcem maumentam ¢ POEMS cuHIpoMOoM pekoMeHAyeTcsl KOHCYJIbTallMsl Bpaya —
SHJIOKPUHOJIOTA JUIsl AMATHOCTUKH U KOPPEKIMU SHAOKPUHHOMN mucynkuuu [4, 78].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Bcem maumentam ¢ POEMS cuHIpoMOM pekoMeHAyeTcsl KOHCYJIbTallMsl Bpaya —
oranbMosiora Ui BBINOJHEHUS (DYHIOCKONMUHM C IETIbI0 AMArHOCTHKH MOPAXKCHHS
oprasa 3penus [4, 78].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).
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3. .JqueHue, BRJIKOYad MEAUKAMECHTO3HYIO H HEMECINKAMEHTO3HYIO TEPAaInuu,
AUECTOTECPAIINIO, Oﬁ@SﬁOJ’H/IBaHI/Ie, MEANIINHCKHC NIOKA3aHUA U

IMMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METOA0B JICUCHUA

Opranu3zanus IMeTHYEeCKOro JIe4eOHOTro MUTaHus NAllMeHTOB C IPYTUMH I1a3MOKJIETOUHBIMU
HOBOOOpA30BaHUSAMHU MPU CTALIMOHAPHOM JICUEHUU B MEIUIIMHCKUX OpPraHU3alUsIX IPOBOAUTCS B
COOTBETCTBHH C NpuKazaMu MuHucTepcTBa 3apaBooxpanenus Poccuiickoit denepanuu ot 5 aBrycra
2003 r. Ne330 «O Mepax 1o COBEpLICHCTBOBAHHUIO JI€U€OHOT0 MUTAHUS B JIeUeOHO-
npoduIaKkTHUYecKuX yupexaeHusax Poccuiickoit @enepanum», ot 21 urons 2013 r. Ne 3951 «O06
YTBEPXACHUU HOPM JiedueOHoro nutanus» u ot 23 ceHtsops 2020 r. Ne 10081 «O6 yTBepKIeHUH

nopsAaaka obecnieueHust annucHTOB JIeUeOHBIM TTUTAaHUEM.

3.1. Tloka3aHus K HAYAJY TePAINH U ONpeaeeHHe CTPATEIHH JIeUeHH s

3.1.1.MoHOKJIOHAJIBbHASI TAMMAIIaTHSl ¢ IOYeYHBIM 3HAYCHHEM
CoBpemennble npuHnunsl Tepanuu MITI3 HampaBiaeHsl Ha MaKCUMaldbHO BO3MOXKHYIO

PEIYKIMIO OIyXOJEBOr0 KJIOHA IUIa3MAaTHYECKUX KJIETOK WU JIMM(POUIHBIX KIETOK C LENbIO

YMEHBIICHUSI 00pa30BaHMsI AaparpoTeHHa U YIyUIICHUs WIN COXpaHEHUsI (YHKIIUU TTOYEK.

e Jlaumentam ¢ noaTBepkAEHHBIM auarHozoMm MITI3  pexkomeHayercss  Hayajo
crnenu(puYecKoi MPOTHBOOIMYXOJIEBOM Tepamuu NpH HAIMYUKM OJHOrO M Oojee u3
CIEIYIOIINX OKA3aHUM:

* mporeunypus 6oiee 1 r/cyTku

*  OCTPO€ IOBPEKJICHUE ITOYEK

*  XpoHHMYEcKas 00Jie3Hb MOYeK 2-4 cTaauu;

*  DJKCTpapeHaJIbHOE NOopakeHue (BOBJIEUEHHE CEPALlA, IEYEHU U JPYTUX OPTaHOB);

e XbBII 5 craguu npu MmIaHUPYEMON TPAHCIUIAHTALMU IOYKU ISl CHUIKEHHUS PHUCKa

BO3BpAaTHOH He(pONMmaTHH B TOYEYHOM TPAHCILJIAHTATE;

CornacHo peKOMEHIAIUsIM MEXKIYHAPOJAHOW HCCIEOBATEeNbCKON TPyNIbl IO
He(dpomaTusIM, aCCOMUPOBAHHBIM C MOHOKJIOHAJIbHBIM UMMYyHOTI00yInHOM, mpu XbBII 1-
i craquu 1 cTaOMIBHON (DYHKIIMM MOYEK, a TAK)K€ MPOTEUHYPHH MeHee 1 r/cyT BO3MOXKHa
BBDKHMJIaTeNIbHAs TAaKTHKAa C TIIATEIbHBIM HAONIOJCHHEM. ApTEepHATbHYIO THIEPTEH3UIO U

MIPOTEUHYPUIO CIIEAYET KOHTPOJIUPOBATH C MPUMEHEHUEM IIPENapaToB, BO3AECUCTBYIONIUX Ha
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PEHUH-aHTHMOTEH3MHOBYI0 cucteMy. [Ipu mepBbIX HpH3HAKaX YXyAIIEHUs (YHKIUU MOYEK
II0Ka3aHO HEMEIJIEHHOE HavyaJlo MPOTUBOOIyXojeBoi Tepanuu [107].

IIpn nnasmoxnerounoit MI'TI3 Tepanus mpoBoauTcss Mo NpUHLHUNAM JedeHUuss MM.
IIpn numponnazmorurapuoir MITI3 npUMEHSIOT NOAXOMABI, AaHAJIOTHMYHbBIE Tepanuu
MakporinooyiauHeMuu BanpaeHcTpema, Ipu MOHOKJIOHAJIBHOM B-nmuMornunTose ncnonb3yor
IpOrpaMMBbl JICUEHUS XPOHUYECKOTO JUM(OUUTAPHOrO JeHKO03a/MUM(POMBI M3 MaJbIX
TUM(OIUTOB.

JUi J1eyeHusl «IEepBUYHBIX» MAIlMEHTOB MOJOXE 65 JIET C IUIa3MOKJIETOYHBIM KJIOHOM B
porpamMmy JIeYeHUsl BKIIIOUAIOT BBICOKOJ03HYI0 xumuotepanuio (BIXT) ¢ TpancmnanTanuei
ayto-TI'CK. [TaunenTtam crapuie 65 jeT Wik Npy HAIMYUU APYTUX IPOTUBONOKA3aHUM ClIedyeT
pEeKOMEHI0BaTh KOMOMHAIIMY HAa OCHOBE HOBBIX JIKAPCTBEHHBIX IpenapaToB 0e3 stama BJIXT c

ay1o-TI'CK [Ommbka! UcTOYHMK CCHUIKH He HalieH., 2, 107].

3.1.2. AL- amuiaonnos
CoBpeMmeHHble NpUHLMNBI Tepanuu AL-A HampaBieHbl Ha MAaKCHUMaJIbHO BO3MOXKHYIO

PEAYKIIMIO OMyXOJIEBOTO KJIOHA TIa3MAaTUYECKUX KIIETOK C IIeJIbI0 YMEHBIIEHHUsI 00pa30BaHUS
aMWIONJa M YJIY4YLICHUS WIM COXPaHEHHUS (PYHKIUU TMOpPAXKEHHBIX BHYTPEHHHUX OPIraHOB.
Ilenp Tepanum — JOCTUKEHUE MOJHOI'O WJIM OYEHb XOPOIIETr0 reMaTOoJO0TMYECKOro OTBETA.
JlocTHKeHUe OPraHHOTO OTBETa TpeOyeT 3HAUUTEILHOTO BPEMEHH U Yalle HabIioaeTcs npu
IIOJTHOM MJIM OYeHb Xopouled yactuuHoi pemuccuu [108]. B 2022 r. padoueii rpynnoit EHA-
ISA  wenpto Tepamuum  AL-A  OBUIO TOPUHATO  CYMTATh  JIOCTHDKEHHE  IOJHOTO
reMaToJIOTUYECKOro U opranHoro orseta [109].

EnunctBennoil 3apeructpupoBanHoid B P® koMmOuHanumeidl s JiedeHHs BIIEPBBIC
auarHocTupoBaHHoro AL-A sBisercss maparymymad (pacTBOp Uit MOJKOXKHOTO BBEACHUS),
6oprezomub**, uknodpochamun™*, nekcamerazon™**. Hapsiny ¢ 3TUM U1t TPOTUBOOITYXOJIEBON
Tepanuu AL-A npUMEHSIOT U Ipyrue npenaparsl, 3aperucTpUpOBaHHbIe Ha Teppuropun PO mis
nedeHnss MM. YuutsiBas OTCyTCTBUE NOKa3aHUil K Tepanuu AL-A B MHCTpYKLHUAX, JIEUEHHUE
MPOBOJUTCS C HEMPO(QMIbHBIM IPUMEHEHUEM TpenapaToB.

Tepamusa AL-A conpoBoxaaeTcst 6ojee BRICOKOW TOKCHUYHOCTBIO M0 CpaBHEHUIO ¢ MM, B 3TOM
CBSI3U Yallle UCTIOIb3YIOT KOMOMHAIIMH U3 JIBYX MPENapaToB MM MOHOTEPAINHIO, CHUKAIOT JT03bI
xumuonpenapatoB. Ilpu coueranun MM u AL-A BBIOOp Tepamuu OmpeaenseTcs
PacipOCTPAaHEHHOCTBIO M TSAXKECTbIO OPraHHBIX NOBPEXACHUH aMMJIOMJIOM M INMOTEHLIMAJIbHOU

TOKCHUYHOCTHIO Tepanuu [108].
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e [lanmeHTam ¢ MOATBEPKAECHHBIM AMArHO30M CUCTEMHOro AL-A pekoMeHayeTcsi HA4aJI0
crnienn(puIecKoil MPOTUBOOITYXO0JIEBOW Tepanuu. s JeueHns «IepBUYHBIX)» HNAllMEHTOB
MoJoxke 65 et ¢ AL-A 6e3 TsKenoro nopaxeHuss BHyTPEHHUX OPTraHOB B MPOTpaMMy
JIEYEHHUs BKIIIOUYAIOT BBICOKOAO3HYIO0 xumuoTepanuto (BJIXT) ¢ TpancruianTanueit ayto-
TI'CK. INanmenTtam crapiie 65 JeT WM NPU HAIMYMU TSHKETIOW OpraHHOW AMCHYHKIHH
ClIelyeT PEeKOMEHJ0BaTh KOMOMHAIIMM HAa OCHOBE HOBBIX JIEKAPCTBEHHBIX IpEnapaToB

6e3 srana B/IXT ¢ ayto-TT'CK.[63, 110]

Yposens yoenurenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB — 5).
KomMmenTapuii: npu nanuuuu  dicusneyepodicaiowyux cocmosHuti  (KIUHUYECKU 3HAYumMoe
KpogomeueHue, 0eKOMNEHCUPOBAHHAS CepOedHas HeOOCMAmOYHOCMb, HEKOMNEHCUPOBAHHDBIL
caxapuwlli ouabem msadCeN020 MedeHUs) NPOMUBOONYX0aesas mepanus NnpoeooOUmMcs Cpasy

nocine KynupoeaHusl yKa3aHHblX OCNOJHCHEHUIL.

3.1.3. POEMS cunapom
Cospemennsle npuHuuns! Tepanuu POEMS cuHapoMa HampaBiieHbl HAa PEAYKLHIO KJIOHA

IUIa3MaTUYECKUX KIETOK. BBUAY penkocTu 3a001eBaHusl OTCYTCTBYIOT — pPaHIOMHM3HPOBAHHBIC
KJIIMHUYeCKHe uccienoBanus 1o JieueHnto POEMS cungpoma. Hmeromuecs: npeactaBieHus
OCHOBAHBI Ha PETPOCIIEKTUBHBIX JaHHBIX U KIMHHYECKUX HAOIIOACHUSX.

Crparerust Tepanuu ONpPEAEsAeTCs Ha OCHOBE JIBYX IapaMETPOB: HAJIMYUE KIOHAIbHBIX
IUIa3MAaTHYECKUX KJIETOK B TPEMaHOOMONTATe KOCTHOTO MO3Ta M YMCJIO 0YaroB OCTEOCKIIepO3a.
IIpu umcne oudaroB ocreockiepo3a MeHee Tpex (1 wiam 2) M OTCYTCTBHMHM KIOHAJIBHBIX
IUIa3MaTHYECKUX KJIETOK B KOCTHOM MO3Te (10 pe3yibTaTaM HCCIE0BaHUs TpernaHoOuonTara,
BKJIIOYAss UMMYHOTMCTOXMMHYECKOE HCCIIEJOBAaHUE) PEKOMEHAYETCS  JIydeBas Tepamus Ha
ogarn B goze 40-50 I'psit. Ilpum momoOHOM moaxome  10-meTHsiss oOmIas BBDKMBAEMOCTh
cocraBuna 70%, BBII B Teuenue 6 ner 62% [110, 112]. Knunuueckue nposisienuss POEMS
CHUHIpOMa perpeccupyloT B TeueHue 3 -36 mecsieB [4]. Uepe3 6 mec mocie OKOHYaHUS
Jy4eBOM Tepamuu cJelyeT ONpeNeluTh coAepaHue MoHOKIoHambHoro Oenka u VEGF. B
clly4ae OTCYTCTBUSI TiyObokoro remaronorudeckoro orteera (IIP wmm OxYP) crmemyer
paccMOTpeTh BOIIPOC O HA3HAYEHUU CUCTEMHOM TeparuH.

CucteMHass LUTOpPEeNyKTHBHAs Tepamus IIOKa3aHa  NpH OOHApPYKEHUH KJIOHAJIBHBIX
IUIa3MaTHYECKUX KIJIETOK B KOCTHOM MO3T€ MJIM TpeX M 0ojiee 04aroB OCTEOCKIEpo3a B KOCTSX.
IIpy KpynHOM JIMTMYECKOM oO4Yare MU COXPAHSIOLICHCS MOHOKJIOHAJIBHOW CEKPELUH II0CIIe

CHUCTEMHOM TCpalliu MOXKCET OBITE AOMOJHUTCIBHO IPUMCHCHA JIyUCBasd TCpaIius.
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3.2 JleyeHue BIOepBbIe JHATHOCTHPOBAHHOI0 3200J1€BAHHUS.

3.2.1 MOHOKJIOHAJBbHAA FAMMANIATHA € MOYE€YHBIM 3HAYCHUEM

MI'TI3 ¢ m1a3MOKJIETOUYHBIM KJIOHOM.

e [lanmenTam c Boepsble quarHoctupoBanHod MITI3 pexomenayercs jgedeHue 1o OAHOM U3
nporpaMMm ¢ BKiItoueHHeM #oopresomuba** — VCd, VMP (omucanue pexuMoOB — CM.
npuioxenue A3.1) [58, 78, 82].

Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

KommenTapmii: doza #oexcamemasona™* moocem dOvime cuudicena 0o 20 me 8 Hedenro y
nayuenmog cmapuie 70 n1em, npu 8bIpaiCeHHOM OMEYHOM CUHOpOME, OeKOMNEHCUPOBAHHOM
caxaprHom ouabeme, cepOeyHOU HeOOCMAMOYHOCIU U OPY2UX MANCENbIX CONYMCMEYIOUUX
3abonesanusx. [lozy #uenganana** npu CK® menee 30 ma/mun HeodXo00UMo CHU3UMb 003y
Ha 50%.

e [lanmentam c¢ BHepBele aAuarHoctupoBaHHbiM MITI3 peKOMEeHayeTcsl JIEYEHHUE C
npUMEHeHueM  #mapatymymaOoM™*B COUYETaHUU C #0opTezoMuOOM™** I
#nenamunomuaom™** - DaraVMP, DaraRd (ommcanue pesxuMoB — cM. mipuiiokenne A3.1)
[58, 78, 82]

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapuii: 0oza #ienanuoomuoa** onpeoensemcs 6 coomeemcmeuu co CK®D. B

coomeemcmeuu ¢ uncmpykyuei kK #uenparany** npu CK® menee 30 ma/mun neobxo0umo

cHu3ums 003y Ha 50%.

e [lamuenTtam c BrepBbie quarHoctupoBanHod MITI3 B kauecTBe albTepHATUBHOW OIIIMH, a
TaKXke MpU HAJHMYUHU MPOTHBOINOKA3aHUN K MPUMEHEHHIO #0opTe3oMuba™* pexkomMeH/10BaHa
Tepanus ¢ mpuMeHeHueM #HieHanunomuaa** (Rd) (omucanue pexMMOB — CM. TPUIIOKEHHE
A3.1) [58,78, 82].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

KommenTapuii: 0oza #ienanudomuoa **onpeodensemcs 6 coomsemcmeuu co CK®.

e [lanmentam c Brnepsble BoIsiBIeHHONM MI'TI3 B Bo3pacte no 65-70 nmer mpu OTCYTCTBUM
MPOTHBOIOKA3aHUN PeKOMEHAYeTCsl TPOBEJICHHE BBICOKOJO3HOM KOHCOJUAALNH,
Bmtovatomet  ayto-TI'CK  [58, 78, 82]. Iloka3anuss K BBICOKOJO3HON Tepanuu,

Brunrouaronieit ayro-TI'CK, npu MI'TI3 ananornyns! nokazanusm npu AL-A.

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
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MI'TI3 ¢ 1uM¢ponIa3MOIMTOPHBIM KJIOHOM U ceKpenueil napanporensna M

e boapaeiM MITI3 ¢ aumpomnasMOUMTAPDHBIM  KJOHOM  PEKOMEHIYETCS Tepamus
#putykcumabom** B codyeTaHHMM C #OoprezomuboM™**,  #OeHmamycTHHOM**,
#uuknodochamunom™*, #nekcamerazonom™*— RitVd, RitBe, RitCd, (ommcanue pe:xuMoB —
cM. npunoxkenue A3.1) [78, 81].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

MI'TI3 ¢ 1uMpOHIHBIM KJIOHOM

[Tarmentam MI'TI3 ¢ BepuuIMPOBaHHBIM JUMGOUIHBIM KIOHOM PEKOMEHAYETCs Teparus

#xopaMOyIMIOM ™ B cOYETaHHUH ¢ #oOUHYTy3ymaboM** numm #purykcumabom™**- (Chl-Rit, Chl-

G) , #oenmamycTuHOM™** B couetanuu ¢ #putykcumabom** (RitBe), #ubpyrunubom™** |

#putykcumabom** B coueranun ¢ #pmymapabunom**, #umknopochamumom®*(FCR-lite),

#BeHEeTOKIIaKcOM™** (omucaHue pexkuMoB — cM. Tipuioxkenue A3.1) [78, 79].

Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

3.2.2. AL- amuiaouno3
JleueHune MalMeHTOB ¢ BIePBble ITMATHOCTHPOBAaHHBIM AL-A — He kanauaaTos Ha BJAXT ¢

ayTo-TI'CK (cTapme 65 ner)

e [lanuenTtam c BoepBbie nuarHoCcTUpoBaHHBIM AL-A ¢ I-IITA cragusamu — He KaHAUAATaM Ha
BJXT ¢ ayro-TI'CK pexomeHnayercsi Tepanusi ¢ IpUMEHEHUEM Japarymymada(pacTBop
JUTSL TIOJIKO’KHOTO BBenleHus1) / #0oprezomuba™*, #imknodochamuna**, #nexcamerazona**
- DaraVCd (onucanwue pexxumoB — cM. ipunoxkenue A3.2) [63, 109, [13].

YpoBeHb y0eauTEJIbHOCTH PeKOMeHIAUMH A (YPOBEHb JOCTOBEPHOCTH J10KA3aTeIbCTB — 2).

Kommenmapuii: D¢ hexmusrocmo OaHHO20 NpOmMoKoa noomeepicoeHa 6

panoomuzupogarHnom uccieooganuu Il ¢aswr y nayuenmos c enepevie OuazHoCmMupo8aHHuiM

AL-A na I—IIIA cmaouu. [apamymyma6** esoounu nooxkoxcno. Yacmoma cemamonocuieckoeo

omeema cocmasuna 92%, ¢ mom yucie NOAHAsL U O4eHb XOpowas Yacmuinas pemuccus — 79%.

YV 42% nayuenmos nabarooanu cepoeunviti omgem, y 54% — noueyHwvlll omeem HA mMepanuio
[113].

Pezynomamor mepanuu AL-A wua IIIB cmaduu ocmatomes weyoosiemeopumenbHulmu. /s 3moti
K020pmul NAYUEHMO8 NPOBOOUMCST OMKPbIMOoe MHO20yenmposoe ucciedosarnue 11 gpazvr EMN 22
no npumenenuro #Hoapamymymadba** @ monopexcume. #Hapamymyma6** eoouru B

MOHOpEXKHMe: BHYTpuBeHHO (16 Mr/mu) wiM mMOAKOXHO B (ukcupoBaHHOW mo3ze 1800 mr
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€KEHEJIENbHO BO BpeMs LIMKJIOB 1-2, pa3 B 1Be HelENM AJIs UMKIOB 3—6 U OJluH pa3 B 4 Heaenu

nanee [114].

Ilo npeosapumenvuvim dannvim vy 71% 6onvubix ¢ enepsvie gvissieHuvim AL-A na IIIB
cmaouu ObLl NOTYYeH ceMamonocuieckuti omeem, ¢ mom yucie 6 52 % cnyuasx IIP u OXYP.
Obwas evixcusaemocmov 6 meyenue 12 mec cocmasunra 53%. Bosmooicno npumenenue
npomoxoaa Dara VCd ¢ pedykyueti 003 [114].

e [lanmentaM c BnepBble AuarHocTupoBaHHBIM AL-A — He kannupatam Ha BJIXT c ayrto-
TI'CK — pekomeHyeTcs JeueHHe 0 OJHOM U3 MpOorpaMM ¢ BKIIIOYEHHEM #Ooprezommuba™*
-VCd, VMd, Vd (ommcanue pexxumoB — cM. npunoxenne A3.2) [63, 109, 115, 116].

YpoBenb yoenuTeabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 0KA3aTeJbLCTB — 5).

Kommenrtapuii: sggexmusnocmov  bopmesomubcooepacaweco  pexcuma VCd 6 neuenuu

nepguunoeo AL-A noomeepoicoena 6 KpYNHbIX NPOCNEKMUBHBIX — HAOI00AMENbCKUX

uccneoosanusix [20, 113,]. I'emamonocuveckuii omeem nabaooaemcs y 65-75% 601bHbIX.

Ilonnozco u ouensv xopowezo yacmuuno2o omeema oocmuearom 50% nayuenmos. Yiyyuwienue

@yukyuu opeanos Habdawoaemcea 6 27-30% cayuaes. IIpodondxcumenbHocmy 1edeHus no cxeme

VCd cocmaensem 6-8 yuknos.

C yenvio ymenvuieHus nobounsvix 3¢gexmos #oopmeszomuba™** npu noseieHuu NPUHAKO8
MOKCUYHOCMU HeobXoouma ceoeepemenHas pedykyus 003vl npenapama. Kpome moeo,
noOKOJICHOe 68edeHue Hoopmezomuba™** emecmo 6HYMPUBEHHO20 CYWECEEHHO CHUNCAEMm
yacmomy pazsumus noauneuponamuu. Ilayuenmam c Il cmaoueii AL-A (Revised Mayo Clinic
System) pexomenooeano nawuname mepanuio ¢ eéedenuem Hoopmesomuba** ¢ dose 1 me/m? 1
paz 6 Hedeno C NOGbluleHUeM 003bl Npu  Xopoweu neperocumocmu. Ilpumenenue
#oopmesomuba™* credyem uzbecamv y nayueHmos c Heuponamuell  (nepugepuyeckoi u
asmonomnoni) [ 63, 109]. Jloza #Hyuxnopocpamuoa™*, kax npasuno, ne npeeviuaem 300 me/m’e
Hedento. Ilpu 2#eny0ouKo8bIX HAPYUWEHUAX pumma u 3aoepicke dcuokocmu 6onee 3% om
Mmaccol mena 003y #oexcamemaszona™* cnuscarom 6 0sa paza (0o 20 me) [109].

T'emamonocuueckuii Ox40 oondwcen Obimb docmucHym nocie 4-20 Kypca mepanuu uiu
panee. Ilpu menvuieii cmenenu omeema nokasana cmena mepanuu.  Onpeoenenue coOepHCaHusL
CJIL] cnedyem 6vbInoaHAMb NOCNE KAHCO020 Kypca mepanuu u oaiee, nocie ee OKOHUAHU,
Kadtcovie 3 mec. Ilpu omcymemeuu noao#cumenbHol OUHAMUKY NOKA3AH Nepexo0 Ha 6Mopyio
aunuro mepanuu [108, 109].

Omkpwimoe panoomuzuposannoe uccireooganue Il ¢azel noxazano npeumyujecmeo

npomoxoaa VMd, no cpagnenuio ¢ Md 6 neuenuu nayuenmog ¢ enepavie OUAcHOCMUPOBAHHbIM
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AL- amunouoosom. Ilpeumywecmeo 66110 00KA3aHO NO Yacmome 0Ouje2o 2eMamono2udecKoeo
omeema (79% u 52%), noanou u ouenv xopouteii wacmuynou pemuccuu (64% u 39%), a maxoice
obwetl evidcusaemocmu. Pexomenoosano npogedenue 6-8 yuxnoe mepanuu [116]. Ilo
HeKomopuiM Oanuwvim, pedcum VMd bonee npeonoumumenen npu t(11;14) u 1q21 [25, 26].

Hozy #uengpanana™** cuusicarom na 50% npu CK® <30 ma/mun. Ha mepanuu VMd
2cemamonocudeckutl omgem (xax munumym YP) Oondxcen Ovimv docmucHym nocie 3-20 Kypca.
IIpu omcymemeuu eemamonocuiecko2o omeema ciedyem Hauyams 6mopyio aunuio mepanuu [83,
109].

e [lamuenTtam c BrepBble quarHoctupoBaHHbiM AL-A — He kanaunaram Ha BJIXT c ayto-

TI'CK — B kauecTBe aJbTEPHATUBHOMN ONIMH, a TAK)KE MPU HAIMYMM IPOTUBOINOKA3aHUI

K TNpUMEHEHUIo #Ooprezomuba** pexkoMeHayercss JjedeHue 1o nporpamme Md
(omucanue pexxuMoB — cM. npusioxkenne A3.1.) [63,117].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e [lanmentam c BnepBble AuarHoctupoBaHHbIM AL-A — He xannupatam Ha BJIXT c ayrto-

TI'CK — npu OTCYTCTBHH INOpPAa)KeHHMs Cepala B KAaueCTBE aJIbTEPHATUBHOW OILMHU, a

TaKXe MPH HAJMYUHU IPOTUBOINOKA3aHUH K IPUMEHEHHIO #0opTe3omula** pekoMeH/10BaHa

Tepanus ¢ npuMmeHeHueMm #HieHanupaomuaa** (Rd, RCd) (omucanme pexumMoB — cCM.

npunoxenue A3.2) [63, 118, 119].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).
KommenTapuii: 3¢pgpexmusnocms u 6esonacnocmo pescuma RCd 6 neuenuu AL-A oyenusanu 6
uccneoosanusix Il gazvl. ['emamonoeuueckui omeem 6vi1 docmucHym y 46-60% 601bHbIX,
KIUHUYeckuu (opeanuwii) omeem - 8 46% cayuaes [118, 119. Oonaxko ommeuenvl crnyyau
yxyouenus ghynxyuu novex u cepoya [120, 121]. B smotl ceéa3u npenapam ciedyem npuMeHsms
OCMOPOIHCHO, NOO MUamenbHblM MOoHumopuneom. Cmapmosaa 0o3za #Hienanuoomuoa™** me
Ooacna npegviiams 15me [93, 108].

Ilo mHenuto Hekomopwvix dKcnepmos, 6onrvHbiM AL-A ¢ nopasicenuem cepoya ne credyem
UCNONBL306aAMb  JIEHATUOOMUOCOOEPHCAUUe NPOSPAMMbL 8 Kauecmee Nnepeou JUHUU mepanuu
[120].

JleueHune ManueHTOB ¢ BliepBble IMArHOCTHPOBaHHBIM AL-A, kanauaaTos Ha BJAXT ¢
nocaenywuiei ayro-TT'CK

[Tauentam c BrnepBble BbIABIEHHBIM AL-A B Bospacte n0 65-70 jer mpu OTCYTCTBUU
MPOTUBOTIOKA3aHU I PeKOMeHAyeTcsl  TPOBEACHHE  BBICOKOJO3HOW  KOHCOJWIAIHH,

Brmrovatomeit ayto-TI'CK [63, 110].
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Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
Pexomennanuu European Hematology Association (EHA) u International Society of

Amyloidosis (ISA) no Beicokono3Hoii xumuorepanuu ¢ ayro-TTCK npu AL-A [110]
[Toka3zaHus 1 BBIIOJTHEHHS BHICOKOI0O3HON KOHCOJIUJAIUU:

e Bo3pact menee 70 Jer;

® TIOpaXKEHHE )KU3HEHHO BAKHBIX OPraHoOB;

e (pakuus BeIOpoca JeBoro xemynouka > 40%, NYHA knacc < I1I;

® caTypals KACJIOPOAA MPH JIBIXaHUH aTMOC(EPHBIM BO3LYXOM > 95%;

e cucrommueckoe AJl B monoxenue jexa > 90 MM pT. CT.;

¢ (yHKUMOHANBHBIN cTaTyc o knaccudpukarmu ECOG < 2;

e TpsiMoit OMIpyOHH < 2 MI/u;

e NT-proBNP < 5000 rr/m;

e Tpomnonun I <0,1 nr/mn, Tponorns T < 0,06 mr/mit.

Kommenrapuii: [lpu cobniodenuu npomueonoxkazanuii K 6blCOKOOO3HOU XUMUOMEPAnuu
MPAHCHAAHMAM ACCOYUUPOBAHHAs TemabHocmb cocmasisem 4-7% [122, 123]. Ilo oannvim
knauHuku  Mayo 15-nemusa OB y nayuenmos nocne aymo-TI'CK cocmasuna 30%, u oOvina
CywecmeeHHo @vlule npu OocmudiceHuu noanou pemuccuu (19.3 nem), no cpasnenuro c
nayuewmamu ¢ MeHblel Ccmenenvio 2emamonocuieckozo omeema (19,3 u 5 nem
coomeemcmeenno) [124]. Iloooepocusarowas mepanusi 60avhvim AL-A He pexomendyemcs
[125].

NHAVKIMOHHBIA DTAl TEPAIIHH

BoJIbIIMHCTBO 3KCIEPTOB CUMUTAIOT IIe1eCO00pa3HbBIM MPOBOIUTh MHIYKIMOHHBIM 3Tam mepen
ayto-TT'CK Bcem mamumentam AL-A, 0coOeHHO B ciyyasiX HEBO3MOXKHOCTH BBIIIOJHHTH ayTO-

TI'CK nemennenso [63, 93].

e [lanmentam c BHepBble BbIABIEHHBIM AL-A pexkoMeHayeTcsi  mepell BBIIIOJIHEHUEM

ayto-TI'CK pexomeHnnyeTcs MHAYKIMOHHBIN 3Tan Tepanuu [63, 93].

Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e [lanuenTtam c BrepBbie quarHoctupoBaHHbIM AL-A c [-1lla ctagusimMu — He KaHAMIaTaM Ha
BAXT c ayto-TI'CK pexomenayercsi Tepanus ¢ NpUMEHEHHEM Jaapatymymada ( pacTBOp
JUTSE TIOJTKOKHOTO BBeACHHUS) /#0opTe3omuba™*/ #uuknopochammuna**/#nexcamerazona** -
DaraVCd (onmcanue pesxuMoB — cM. npuinoxerue A3.2) [63, 84, 109].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
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[TanmenTam c BepBble BbIsABIEHHBIM AL-A B Bo3pacte 10 65 set a Takxke nauuentam 65—70 net
C XOpOIIMM COMAaTUYECKHM CTaTyCOM 0€3 TSKENIbIX COIMYTCTBYIOIIUX 3a00J€BaHUN, KOTOPHIM
mwianupyerca BIAXT ¢ ayro-TI'CK, B kauecTBe MHAYKIIMOHHOW Tepanuu pekomMeHnayercst 4-6
KypcOB KOMOMHHMPOBAHHOW Tepamuy, BKJIIOHarouie #06opresomud/ #umkimodochamun** u

#nexcamerazon™** - (VCd) [63, 84, 109].

Yposens yoenutenbHOCTH pekoMeHaanuii C(YpoBeHb JOCTOBEPHOCTH A0Ka3aTeJabCTB — 5).

e [JamueHnrtam c BnepBble BEIABICHHBIM AL-A B Bo3zpacte f0 65 neT a takxke nmauueHTam 65—70 et ¢
XOPOIIUM COMaTHYECKHM CTaTycoM 0e3 TsSHKEIOH OpraHHoW AUCHYHKLINH, KOTOPHIM IUIAHUPYETCS
BIXT c ayro-TT'CK, npu mpoTHBONOKa3aHUH K Ha3HaYCHUIO #0opTesomuba** B kauecTBe
WHIYKIIMOHHOW Tepanyuy peKOMeHI0BaHa Tepamnus ¢ IpUMEHEHNEeM #lleHamuIoMuaa™*:
#/lenanudomuo **/Hoexcamemazon**(Rd), #ienanuoomuo™* /# yukropocghamuo **

/# 0excamemason ** (RCd) (onucamnue pesicumos — cm. npunodicenue A3.2) [63, 84, 118,

119].

Yposens yoeauteabHOCTH pekoMenaanuii C(ypoBeHb JOCTOBEPHOCTH A0Ka3aTeJabCTB — 5).
KommenTapwmii: Ilayuenmam, komopvim nnanupyemes BAXT ¢ aymo-TI'CK, npu npomusonoxazanuu K
Haznauenuto #Hoopmezomuba**, a makdce npu HeOOCMAMOUHOM oOmeeme HA UHOYKYUOHHYIO
mepanuio 6opmeszomudcooeparcawgumu pexcumamu (He oocmuenyma OxYP  nocne 4 yuxnos)
PeKoMeHOYemcs npUMeHsamy 2-10 TUHUI0 mepanuu Ha ocHoge #Hienanuoomuoa**.

Ipumenenue #renanuoomuoa™** moowcem conposodcoamocs peskum Hapacmanuem NT-
proBNP, umo  conpsdjceno ¢  puckom — 6He3anHou  cmepmu. B omou  ceésasu
JlenanudomMuocooeprcaujue  NPOSPaAMMbl  Cledyem — NPUMeHAmb  MOAbKO 6  CAyuasAx
HeaghhexkmusHocmu (Unu HedOCMamoyHou HeKmuHOCMU OCMATbHBIX PEeHCUMO8 mepanuiL)
noo mwamenvuvim monumopureom NT-proBNP u opyeux napamempos ¢hynxyuu cepoya [120 |.
CraproBass 103a #ieHamuaomuma** coctaBuiaa 5 Mr ¢ C BO3MOXXHBIM TOCTEIICHHBIM
noBeiieHUeM 10 15 wmr.  [lockonvky #ienaruoomuo™** obradaem muenocynpeccusHvim
agppexmom, mobunuzayuro u coop aymo-TI'CK yenecoobpazno evinonuames nocie 4-2o0
JICHATUOOMUOCOOEPAHCAUe20 KYPCA.

TpancnJIaHTAIMOHHBIA dTAl

s MmunumMusayuu pucka moKCU4HOCHU peKoOMeHOYemcs npo8ooums cOop nepugepuieckux
CMBOI08bIX KIeMOK NPU cmabuibHom Kpogemeopenuu. Pexomendyemoe konuwecmeo CD34+
knemox ons nayuenmos ¢ AL-A cocmaensem ne menee 5 x 10 ¢ knemox/xe [110]. B kauecmese

npeoOmpaHCniIanmayuoOHHO20 KOHOUYUOHUPOBAHUS npumeHsiemcs #venganan™** 6 dose 140-200
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me/m2. Ilpu CKD > 50 ma/mun u 6o3pacme nayuenmos miaoute 65 iem menghaian npumeHsom
6 003e 200 me/m’ , npu CK® < 30 ma/mun — 6 doze 140 me/m’. Ilayuenmam 6 éozpacme 65—70

nem unu npu CK® 30—50 ma/mun pewienue o 003e meidaniana nPUHUMarom uHousuoyaivbrHo[63]

JTan nojiep:KkuBaIIei Tepanun

e  bonpHeiM AL-A nopnep:xkuBaromias Tepanvsi He pekomenayercs [125].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).
KommeHnTapumii: 6 Hacmoswee 6pemsa He O0KA3AHO NpeUMYWeCmeo noooepiHcCusarouyels
mepanuu  #oopmezomubom**  unu  #remaruoomuoom** y  OoabHLIX ¢ 6nepavie
ouazHocmuposanHuim u peyuousupyrouum AL-A [125].  Oouaxo npu couvemanuu AL-A u MM
no00epHCUBAIOWAs mepanus  nocie aymo-TI'CK  npoeooumca 6 coomeemcmeuu ¢

KIUHUYECKUMU peKoMeHOayusamu no nevenuto MM [82].

Jleyenne IgM mepBHYHOIO aMHMJIOMI03a

e bonpueiM IgM AL amunongo3zoMm ¢ JUM(OMIHBIM KJIOHOM DPEKOMEHIYETCS Tepamus
#putykcumabom** B codyeTaHUM C #OoprezomuboM™*,  #OeHgamycTHHOM™*,
#nekcamerazonom** unu #rupennuzononom** — RitVd, RitBe, a Taxxe #O0enmamyctuna**
B CoueTaHWM ¢ #npemaHuzonoHoM**— BeP (onucanue pescumos — cm. npunoscenue A3.2)
[126 -130].

Yposens yoeaureabHOCTH pekoMenaanmnii C (ypoBeHb JOCTOBEPHOCTH J10KA3aTeIbCTB — 5).

KommeHnTapumii: 6 nacmoswee epems HeOOCmMamoyHo O00KA3amMeNbCmea, 00O0CHOBbIBAIOUUX

evi0op mepanuu npu IgM AL amunoudose. I nyboxuti cemamonocuuecxkuti omsem (IIP u Ox4P)

ommeuaemcsi pedko, muwb y 14-22% [138, 128].

e bosnbHbM [gM AL amMmionzo3oM ¢ mIasMaTHYeCKMM KJIOHOM PEKOMEH/I0BaHA Tepamus

#mendananom™* u #nexcamerazoHoM™**, OopTezoMuOCOAEpKALIMMU MTporpaMmaMu - Md,
Vd, VCd, VMd (onucanue pesxxcumos — cm. npunosxcenue A3.2) [ 113, 115, 116, 117.

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

3.2.3. POEMS cungpom
Nuayknuonnas repanuss POEMS cungpoma

e [lanuenTam c BrepBble quarHocTupoBaHHbIM POEMS cuHIpoMOM pekoMeHayeTcst Tepamnus

C IpUMEHeHHeM uin #0opTezomubda™* u #nexcamerazona** (Vd) (onucanue peskMMOB — CM.

npunoxenue A3.3) [4, 78, 131, 132].
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YposeHb y6egutensHocTM pekomeHgaumii C (ypoBeHb AOCTOBEPHOCTH A0Ka3aTeNbeTs — 4).

KommenTapuii: npu npumenenuu #oopmezomuba™** u #oexcamemaszona™* 69 nayuenmam c

POEMS cunopomom 6 46% cayuaes 6vi1 0oCmucHym NOJHbIU 2eMAMONI0SUYECKUNl Omeem, )

27% nayuenmos - OxYO. Cuuowcenue  coodepocanus VEGF 0o HopmanvHulx 3HaueHuul

Habmooanoce 8 44% cayuaes. Knunuuecxkuti omeem nabaooancs y 84% nayuenmos. Tonvko y

2-x (uz 69 nayuenmog) HaOMOOANU  YCUNEHUE  BbIPAICEHHOCMU  nepupepuyeckol

noaunetiponamuu. Ilpu meduane nabmooenus 22 mec  31% nayuenmam nompeb06anacs

emopas nuHus mepanuu. Jlgyxiemusas obwas ewixcusaemocms cocmasuna 96%. B smom
uccreoosanuu #oopmesomub** e6oounu nookoxcno 6 odose 1,3 me/m’ 1 pas e meoenio,

#oexcamemaszon** 40 me 6 nedenio (4 nedenu — I yuxn) 6 meuenue 9 yuxnos [131].

Taxum obpazom, npumenenue #Hoopmezomuba™* ne conpogodxcoanocy ycyeyonenuem
nepughepuyeckoli noauHerponamuu 3a cuem HeupomokcuuHocmu npenapama. Tem He menee
opyeue ucciedosamenu npednodumaiom uzdecamv HasHaweHus Hoopmezomuba** 6 nepesoii
JIUHUU Tepanuu, HoO CYUMarom 803MONCHbIM €20 NpuMeHeHue npu peouyuse 8 pexcume I pas 6
Heoent0 NOOKOICHO NOO MUAMebHbIM MOHUMOPUHESOM Hegpolo2udecko2o cmamyca [131].

e Jlamuentam c BhoepBeie auarHoctupoBaHHbiM POEMS cuHapoMoM pexoMeHI0BaHa
Tepanus ¢ mpuMeHeHueM #HieHanunomuaa** (Rd) (omucanue pexMMOB — CM. TPUIIOKEHHE
A3.3) [78,133].

Yposens yoenurenbHocTu pexkomenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB
—4).

Kommenmapuii. Ha mepanuu no npoepamme  #ienaruoomuo** u #oexcamemason™** y 46%

nayueHmos 0wl OOCMUSHYM — NOJHBIN 2eMamoa02U4ecKull omeemn, 6 mom uucne 6 95%

cyuaes HaOMOOAIU YuyuuleHue Hespoaocuieckoeo cmamyca. Ilpu meduane nabarooenus 34

Mmec obwas evidcusaemocms cocmaguia 90%, eviocusaemocms 6e3 npoepeccuu - 75% [133].

Ommeuena 6vicokas uacmoma mpomO0O308, 8 MOM HUCLe MO3208blX apmepull, umo

ceazvigaiom kak ¢ POEMS cunopomom, max u ¢ mepanueti #ienanuoomuoom™**. B smoii

CBA3U  HeKOmopble CHeyuanucmvl neped HA3HaA4eHuem UMMYHOMOOYIAMOPO8 DEKOMEHOYIOm

8bINOIHAMb MACHUMHO-PE30HAHCHYIO AHSUO2PADUI0 201061020 Mo32a [134].

e [lanmentam ¢ POEMS cunapomom PeKOMeH/I0BaHa Tepanus #napaTymymabom™*
coueTaHu ¢ #neHamuaomuaoM** u  #nexcamerazonom™* (DaraRd) [4, 135, 136] .

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 4).

e [larmentam ¢ POEMS cuHIpoMOM peKOMEHI0BaHa Tepanus ¢ IpuMeHeHneM #mendanana**

(Md) (onmcanue pesxxuMoB — cM. ipunoxenue A3.3) [4, 78].
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Yposens yoeaurebHOCTH pekoMenaannii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB
—-95).

KommenTtapuii. /1o pezyromamam npocnekmusnozo ucciedosanus, exaouaroujeco 31
nayuenma, nocie 12 kypcos #menganana** c #oexcamemazonom™* y 81% nayuenmos
HAOTIOO0ANCS 2eMAMON0UYEeCKULl OmEem, y 6cex NAYueHmos CHU3ULocy cooepoicanue VEGF

U YMEeHbWUIUCL NPU3HAKU noaunetponamuu [137].

e [lanmentam c¢ POEMS cungpomom B Bo3pacte a0 65 J€T 1HOpu  OTCYTCTBUH
MPOTUBOTIOKA3aHU I MOKa3aHa BBICOKOJIO3HAS XUMHUOTEpanus C TpaHCIUIAaHTAIHEH
ayTOJIOTUYHBIX CTBOJIOBBIX KJIETOK KpoBH [4, 78, 110].

Yposens yoeaureabHOCTH pekoMenaanmnii C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KommenTapmii. B pempocnexmusnom uccreoosanuu, exnoyarowem 80 nayuenmos ¢ POEMS

cunopomom, nocie aymo-TI'CK 6-nemusia BBII cocmasuna 72%, 10-1emusnsn obwas

svioicusaemocmov 89% [110]. Ilo Hekomopvim OaHHbIM, NPpOBedeHUe UHOVKYUOHHOU mepanuu

nepeo aymo-TI'CK cnusxcaem uucno ocnosxcnenuii 60 epems u nocie aymo-11'CK [4, 78, 137].

3.3. JleyeHue pennanBa

3.3.1. JleyeHue penuIMBa MOHOKJIOHAJIbHOM raMMaNaTHH ¢ MOY€YHbIM 3HAYECHHEM.
PerunuB pasBuBaercss y OonbmmHCTBa mnarmmentoB MITI3. BwiGop mporpammsl JieueHUs

penuarBa 3aBUCUT OT 3(PPEKTUBHOCTH MPEAIIECTBYIONIEH Tepanuu, JUIMTEIHOCTH PEMHCCHH,
COCTOSIHMSI M BO3pacTa TMalMeHTa, CONYTCTBYIOUIEH  MATOJOTMM M OCJIOKHEHUH,
COIIPOBOXAABILIMX MEPBOHAYAIBHYIO Tepanuio. [Ipu nmo3qHux pennauBax, pa3BUBLIMXCS Yepe3
rog u Oojee mocjie AOCTHXKEHHS MPOTHBOOITYXOJIEBOTO OTBETA, BO3MOXKHO HCIIOJIB30BaHHE
IIPUMEHSBIIUXCS PAaHEE METONOB JieueHus. Jlius JedeHus paHHUX pPELUIUBOB (mpu
JUTUTENIFHOCTH peMHUccun MeHee | roaa), a Taxke npu pedpakTepHOM TEUEHUH OOJIE3HU CIIEIyeT
HCIIOJIb30BaTh  AJbTEPHATHUBHYIO MporpamMmy. OTH IPOrpaMMbl  JIOJDKHBI  BKJIFOYATh
JIeKapCTBEHHBIE TpenapaThl IPyTUX KJIacCOB, MOTYT OBITh HCIIOJIBb30BAaHbl KaK B MOHOPEKUME,
Tak U B Bujae ux kKomOuwHanwmii. Jledenue pemmmuBa MITI3 ¢ maa3MOKIETOYHBIM KIOHOM
IIPOBOAAT TaKK€ KAaK TEpPalUI0 pPELMIMBAa MHOKECTBEHHOM Mmuenomsl [78, 82]. JleueHue
peruauBa MITI3 ¢ numdoriasMOIUTapHBIM KIOHOM MPOBOAAT IO MPUHIUIAM Tepanuu
MakporiaoOynuHemun Bambaenctpema [78, 81]. Jleuenue peuuauBa ¢ TUMGOUIHBIM KIOHOM

AQHAJIOTUYHO JICYEHUIO XPOHUUYECKOTO JInMoeiikosa [78, 79].
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3.3.2. Jleuenne peuuauBa AL-A
PernnuB paszBuBaercst y 6oibpIMHCTBAa mManueHToB AL-A. BbiGop mporpamMmsl jeueHHS

PELMINBOB 3aBUCUT OT 3((EKTUBHOCTH MPEIIISCTBYIONMIEH Tepanuu, JIMTEIbHOCTH PEMHUCCHH,
COCTOSHMS M  BO3pacra IAallMEHTa, CONYTCTBYIOLIEH  MATOJOTMM M OCJIOKHEHUH,

COIIPOBOXAABIINX EPBOHAYAIBHYIO TEPAIIHIO.

o Jlna mneuenus peauuuBa AL-A pexomMeHgoBaHa Tepanus #aaparymymabom** B
MoHopexume, (Dara). #Jlapatymymad™** BBOAMIM B MOHOPEXHME: BHYTpUBEHHO (16 Mr/mir)
€KEHEJIENIbHO BO BpeMs LIMKIOB1—2, pa3 B JB€ HEIENIM B LIUKIIBI 3—0 ¥ OAMH pa3 B YEThIpE
HEeJIeH nocie. (OnucaHue pexXuMoB — cM. puiioxkenue A3.4) [63, 109, 138].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

e Jlna neuenuss penuuuBa AL-A pekoMeHZO0BAaHO MOBTOPEHUE NPOBEACHHON TEpanuy, B TOM
yucae no nporpammam  VMd, VCd, npu mrensHON pemuccun (6osee 2-x jeT) mocie
NIEpBOI TMHUM Tepanuu (OMUCaHUEe PeXUMOB — cM. ipuioxenue A3.4) [63, 109, 113, 116].

YpoBeHb y0eauTEJIbHOCTH PeKOMeHIAUM A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 2).

o Jlnas gneuenuss peaunuBa AL-A  pexkoMeHI0BaH #ukcazoMuO** B codeTaHMH C
#nekcamerazoHomM** - IxaD (omucanue pexxumoB — cM. npuiioxkenne A3.4) [63, 109, 138].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

Kommenmapuii:  s¢pgpexmusnocms  u  b6ezonacnocms  #uxcazomuba** 6 couemanuu c

#oexcamemazonom™** 6 neuenuu nayuenmos c peghpaxmepro/peyuousupyrowum AL-A oOviia

00KaA3aHa 8 MHO20YeHMpoB8oM ucciedoganuu 1/2 ¢azvl. 'V 52% nayuenmos  6vi1 docmucHym

2cemamonocudeckutl omeem, y 56% — opeannviti omeem. Ilpenapam nasnauanu 6 0oze 4 me 1 paz

6 neoento [138].

e Jlna neuenus penmauBUpyromero/pedpakrepaoro AL-A pekOMeHA0BAHO TPUMEHEHHE
neranunomuaconepxkammx nporpamm: Rd, RCd (ommcanue pexumMoOB — CM. MPHIIOKEHUE
A3.4) (63,109,118 119].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

Kommenmapuii:  0osza #renanuoomuoa™* ne oondicna npegviuams 15 me 6 cymku. Ilpenapam

NPUMEHSAIOM C OCHOPOICHOCMbIO NAYUEeHMaM ¢ nopadxceHuem cepoya. Bo epems npuema

HeoOX00uUM Muamenvbhbili MOHUMOPUHE (QYHKYUU nodek u cepoya.  Ihgexmusnocmo

JleHanuoomuocooepxcauux npocpamm npu peyuouge AL-A cocmasnsiem 41% [Owuoka!l

Hcmounuk ccoliku He HAllOeH. |.

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
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o Jlng newyenuss peuupuBa AL-A peKoOMeHI0BAHO NpUMEHEeHHe #HromManmuaomMuna** B
coueTaHum ¢ #mekcamerazoHoM** - PomD (ommcanue pexuMoB — cM. mpuiioxeHue A3.4)
[63, 109, 140 ].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuii: s¢gexmusnocms xkomodbunayuu #nomanuoomuoa** c #Hoexcamemazornom™**

Ovlia noxkazana Ha HebOIbLUIOU Ko2opme nayueHmos c¢ peyuousom AL-A. I'emamonozuyeckuii

omeem Ovln docmucHym y 38% nayuenmos, @viycusaemocms 6e3 npoepeccupoganus 15 mec

[140]. Cmapmosas u onmumanvras 0oza #nomaruoomuoa™* cocmasuna 2 me [63, 140].

3.3.3. Jleuenne peunausa POEMS cunapoma
PerunuB pasBuBaercst y OonpimHcTBa nanueHToB POEMS cunapomom. BriGop mporpammbl

JIeUeHHs] pelMIuBa 3aBUCHT OT 3(P(EKTUBHOCTH MPEAUISCTBYIOMIEH Tepamnuu, AITUTEIHLHOCTH
PEMHUCCHH, COCTOSIHUS U BO3pacTa IAlMEHTa, COIYTCTBYIOIIEH MaTOJIOTUU U OClIoKHEHUN. [1pu
MO3HUX  pelMIuBaX, pa3BUBIIMXCA 4epe3 Troa W Ooinee  Mociae  JOCTHKECHHUS
IIPOTUBOOITYXOJIEBOIO OTBETA, BO3MOXHO HCIIOJIIB30BAHUE IIPUMEHSABIIUXCS pPaHEEe METOJOB
nedeHus. Jlns ynedeHus] paHHUX peUUIuBOB (IIpU AJUTEIBHOCTH pEMHUCCUM MeHee 1 roaa), a
TaKkKe TPU pePpakTepHOM TEUEeHUH OOJNE3HM CIEAyeT HCIONb30BaTh Mpenaparbl M UX

KOMOWHAIMH, KOTOPbIE HE MPUMEHSIINCH B |- THHUH.

3.4. ConpoBoauteanHas Tepanusa AL- amuiaonaosa

Ilpoghunaxkmuka uneKyuoHHbIX 0C0MHCHEHUT

e Ilepen HayasioM Tepanuu BceM narnueHTam AL-A pexkoMeHJA0BaHa BaKIMHALUS [IPOTHUB
MMHEBMOKOKKA, a TAK)KE €KEroJiHasi BaKIMHALMS OT rpurmna [93].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH /10KA3aTeJbCTB — 5).

Tepanus neghpomuueckozo cunopoma u noYeynol HeOOCMAmMoOUHOCmU

e Bcem nmanueHTam C He(ppOTI/I‘-IeCKI/IM CHUHAPOMOM U BBIPAKCHHBIM OTCYHBIM CUHAPOMOM

PEeKOMeH/A0BaHa Tepanus AuypeTHkamu [63, 93].
Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH /10KA3aTeJbCTB — 5).

KomMmenTapuii: 6 psode ciyuaes HeoOXo0umo couemanue — GblCOKUX 003 «NEMIEGbIXY
OUYypemuKos, Mua3uOHbIX OUYPEmuUKo8 (Mmuasuoos) v aHMa2oOHUCMO8 albOOCMEPOHA U OPYeUux
Kaauticoepezaowux npenapamos. Moosicem Ovlmb none3Ho ocpanuderHue ynompeoieHus cou u

IHCUOKOCMU.
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BonbueiM  AL-A ¢ tepmunaneHOU ctagueit XBII 6e3 Tskenol cepaeyHON HENOCTATOYHOCTH
PEKOMEHJI0BaHa 3aMeCTHUTeNIbHAs moueyHas tepanus [142].

Yposens yoenurenbHocTH pekomMenaanuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJbCTB —4).
Kommenrtapmii: mpancnianmayus nouku modxcem Ovlmb 6bINOJIHEHA NAYUEHMAM C XOPOUWUM
@DYHKYUOHATLHOM CMAMYCOM C MUHUMALLHBIM B061EYEHUEM OpPY2UX OpP2aHO8, OOCHMUSHYMOU
NOJHOU 2eMAMONIO2UYECKOU peMuccuell nocie 6biNOJHEeHUs BblCOKOOO3HOU KOHCOMUOAYUU C
aymo-TI'CK [143].

Tepanusa cepoeunoit nedocmamounocmu y nayuenmoe ¢ AL-A

e [lpu cepreyHol HETOCTATOUHOCTH PEKOMEHAOBAHO HA3HAUEHUE TUYPETUKOB («IIETIEBBIX»

JIMYPETUKOB U CIIMpPOHONIakTOHa™*) [83, 93].

YpoBens yoeauteabHocTH pekoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3ATEJIbCTB —5).
Kommenrapmii: npu AL-A ne Ookasama yenecooopazHocmev npuMeHeHus UHSUOUMOPO8
aneuomeHzunnpespawaioujeco  gepmenma  (AIIP), ommevena maxdxce ux — nIOXas
NEPEeHOCUMOCMb  88UOY HUZKO20 CEePOeuH020 BblOpOCa U OPMOCMAMUYEcKOl 2UNOMeH3UU.
brokamopul kanvyuesvix xananoé npomuonoxazamvl npu amunoudose cepoya [142]. bema-
aopenobIoKamopel ciedyem UCNOIb308amb ¢ OCMOPONCHOCMbIO, M.K. OHU MOZYM YXYOUUMb
cepoeynyro neoocmamounocme. Hecmomps na uacmoe npumenenue amuooapora™* ons nevenus
apummui, 0oKkasamenibecmea e2o 3pgexkmusnocmu omcymemsyiom. Ilpu naruyuu HapyuieHuu
npoBOOUMOCMU  NOKA3AHUA K  UMWIAHMAYUU  IJIeKMPOKApOUOCMUMYIAMOPA  AGIAIOMCA
CMAaHOAPMHBIMU. Ohgpexmusnocmv npumeHeHUs UMNIAAHMUPYEMO20 KAPOUOBEPIMOPA
cuumarom HeOOKA3AHHOU 68UV MO20, UMO INEKMPOMEXAHUYECKAs OUCCOYUayus dauje, 4em
Qubpuniayua  cenyooukog npusooum k cmepmu [146]. B Hacmoswee epems cnocoodwvl

NPOGUIAKMUKU BHE3ANHOU CMepmMU npU amuioudose cepoya omcymemsyrom [108].

MooabIM NAUEHTaM C TSDKEIBIM (IMIPEMMYLIECTBEHHO H30JIMPOBAHHBIM) aMUJIOUJ030M
cepAlla MOXKET OBITh BBINOJHEHA TPAHCIUIAHTAIIMHM CEp/la C MOCIeAYIOMed XUMHOTEpanuei,
Biuouas ayto-TI'CK. B cinyuae muaHupyeMoi TpaHCIUIaHTAllMKM CEpALla CIEAyeT TIIATEIbHO
B3BECUTh PUCK TOKCUYHOCTH XHMHUOTEpanuu (M CMEPTHOCTH, CBSI3aHHOM ¢ HEH) WU, 1O

BO3MOXXHOCTH, IPOBOAMTH €€ NOCIE TpaHCIuIaHTauu cepaua [108].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
e Bcewm manuentam ¢ pubOpuiIIAIMei npeacepanii peKOMEeHIyeTcsl TpOPUIaKTHIECKOE
Ha3HauYEHUE aHTUTPOMOOTHYECKUX CpelCTB He3aBucuMo ot ouenku CHA > DS > -VASec.

VY4uThIBast BBICOKUI PUCK PAa3BUTHUS BHYTPUIIPEICEPAHOTO TPOMOO3a y MAIIMEHTOB C
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BBIPQ)KEHHOW AMACTOIMYECKON U CUCTOIMUYECKON AUCYHKIMEH mpeacepauit naxe npu
OTCYTCTBUH (PUOPMIIALINY MTpEeACepAHiA MOKa3aHO MPO(PUIAKTHUECKOE Ha3HAUCHHUE

aHTHUTpOMOOTHYECKUX cpeacTB [93, 147].
Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Ilpopunaxmuka u mepanus Hapywienuii 2emocmasa
e [lammentam ¢ He(pPOTHUECKUM CHHAPOMOM M cojaepkaHHeM ainbOymmuHa wmenee 20 /1

peKoMeHayeTCs MPOPHIAKTHUYECKOEe Ha3HAUeHUE aHTUTPOMOOTHUECKUX npenaparoB [108].

Yposens yoenutenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e npu AL-A u KpOBOTOYMBOCTH PeKOMEHAYETCSl 3aMeCTHTEeNbHas Tepamusi (hakropamu

CBEpTHIBaHUS, TpaHC(Hy3UH TPOMOOIIUTOB, aHTUPUOPHHOIUTHUECKUME cpeacTBamu [108].
Yposens yoeautenbHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e npu AL-A ¥ TIOBBIIIGHHOM pHCKE TpPOMOO30B PpeKOMeHIyeTcsl TNpPOQHIaKTHKA

AHTUTPOMOOTHYECKHMH TperiapaTaMu, alleTUICATHIUIOBOM kucaoTo** [108, 148,149].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).

3.5. Onpenesienune 3¢ GeKTUBHOCTH JIeYeHUS

3.5.1. Onpenenenune 3¢pPpexTuBHocTH JeveHust npu MI'TI3

e [lammenTam, 3aBepIIMBIIMM  JICYCHHE, PEeKOMEHJyeTcsl OIeHKa H(PQeKTa JieUeHus.
OTnenpHO OLICHMBAIOT IEMAaTOJIOTMYECKUM M MOoYeuHbll oTBeT Ha Tepanuto. [lpu MITI3 ¢
CeKpelueil CBOOOAHBIX JETKUX MLeneil MMMYHOTJ0OyTuHOB (OOJIE3HM JETO3UTOB JIETKUX
1enei) UCTIOoIb3yI0T KPUTEPUH TeMaTOIOTHIECKOT0 0TBeTa, pazpaboTannbie it AL-A (cMm.
paznen 7 naHHBIX pekoMmeHpaauuii) [63]. Ilpu mopaxeHusix Mo4yex BCIEICTBHE HWHTAKTHOTO
[apanpoTerHa JUIsl OLEHKU I'€MaTOJIOTMYECKOr0 OTBETA MCHOJb3YyIOT KPHUTEPUM OTBETA,
aHaJIOTHYHBIE KPUTEpHM, pazpaboTanueiM a1t MM [78, 82].

Yposens yoenurenbHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5).

3.5.2. Onpenenenne 3ppekTuBHOCTH JedeHus: npu AL-A

[TanmenTam, 3aBepIIMBIIMM 3alNIAaHUPOBAHHOE JiedyeHHEe 1o mnoBoay AL-A, pexomeHnayercs
oueHka 3(dexra eyeHHus COIrNACHO MEXIYHApOJHBIM KpPHUTEpHsIM (CM. pas3zen 7 JaHHBIX

pekoMeHiauuii) [63].
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YpoBenb yoegutenbHocTH pekoMenganuii C (YpoBeHb J0CTOBEPHOCTH A0KA3aTeJbLCTB — 5).

3.5.3. Onpenenenne 3¢ppexruBHocTu Jevyenusi npu POEMS cunapome
[TaruenTam, 3aBepIIMBIIMM  JICYCHHE, PeKOMEHIYyeTcsl OleHKa »¢¢ekra JeyeHus T0

OnpeNIeJICHHBIM KPUTEPUSIM (CM. pa3zien 7 JaHHBIX pekoMeHaauuii) [4, 78].

Yposens yoenutenbHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).
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4. MeauuuHCcKAas peaﬁmnnauvm U CAHATOPHO-KYPOPTHOE JICYCHUE,
MCAUIHUHCKHUC IIOKA3aHUA U IPOTHBOINIOKA3aHUA K IPUMCHCHHUIO
ME€TO0J10B MeIlI/IIII/IHCKOﬁ peaﬁnnnTaunn » B TOM YHUCJIC OCHOBAHHBIX HA

HCHOJb30BaAaHUN MIPUPOIHBIX Je4eOHbIX (l)ﬂKTOpOB

Cneyuanvnvix memooos peabunumayuu npu MITI3, AL-A u POEMS cungpome ne
cywecmgyem. Peabunumayus nayuenmos ¢ MITI3 u AL-A Oondxcna HOCums KOMHJIEKCHbIU
xapakmep, 0X6amvl8as MeOUYUHCKUE U COYUATbHO-NCUXON02UYecKue acneKmsl aoanmayuu
nayuenma K HopmanvHou dcusHu. O0vem MeOuyuHcKol peaburumayuu pazpadamviéaemcs
UHOUBUOYATILHO OJI KAXHCO020 NAYUEHMA BPAYOM-HEPPOIo2oM /Ul 8padoM-KapoOUuoiocoM U
/UMY 8PAYOM-HEBPONIOCOM NPU YHACMUU B8PAYA-2eMAMON02d U 3A6UCUM OM MeYeHUs U
nposienenuil 3abonedanus u nposedenHvlx emeuwamenvcms (aymo-TI'CK, eemoouanus). Kpome
Mo2o, NpocpamMma peadurumayuyu OO0JNCHA YYUMbIGAMb COYUANbHbIE U NCUXON0SUUECKUe
npobnemvl nayuewma u mpebyem Kpome MeOUYUHCKOU HOMOWU 00A3amenbHO20 yuacmus
COYUANLHBIX PAOOMHUKOE U NCUXO0N0208. Peabunumayus npu 603HUKHOGEHUU OCIONCHEHUU 8

meyvenue 3a00/1e6aHUs U 1e4eHUs. l’lpOGO()UWlCﬂ 6 pamMKax coomeemcmeyrouiux HO30/102Ull.
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5. HpO(l)l/IJIaKTI/IKa H THCHIAHCECPHOEC HaﬁJIIOI[eHl/Ie, MEANIHNHCKHC IIOKA3aHUA U

NMPOTHUBOIIOKA3aHUA K IPUMECHCHUIO METO10B l'lpO(l)I/I.]]aKTI/IKI/I

5.1. MOHOKJIOHAJbHAS TAMMANATHS C MOY€YHBIM 3HAYEHHEM

Konmponv 3a meuenuem 3aboneeanus u sggekmuenocmvro mepanuu 00IHCeH GbINOIHAMbCS
Pe2YNAPHO 8PAUOM-2eMAMON02OM U 8PAYOM-HEePPON02OM NO MeCmy dcumenbcmea nayuenma. B
npoyecce npo8OOUMOl Mepanuu UMMYHOXUMUYECKOe UCCIe008aHUe DEeK08 Cbl8OPOMKU KPOGU U
Mouu cnedyem BblNOIHAMb NOCNe KANCObIX 2-X KYypcoe mepanuu. Ilocne oocmudicenus
pemuccuu Heobxo0UM MOHUMOPUHE NAPANPOMEUHA CbIBOPOMKU U MOYU, NPU HEOOXOOUMOCU C
onpedenenuem c80000HbIX J1e2KUX Yenell UMMYHO2N00YIUHO8 8 CbIBOPOMKeE, A MAKHCe OCHOBHbIX
nokasameneu  @QYHKYuu  6HYMPEHHUX OpP2AHO8  (KpeamuHuHd, albOYMUHA,  CYMOYHOU

npomeunypuu) I paz 6 6 mec.

5.2. AL-aMu10M103.

MetonoB npodunaktuka AL-A B HacTosiee BpeMs He CyIIeCTBYeT.

Konmponw 3a meuenuem 3a60nesanus u 3¢pghekmusnocmvio mepanuu O0JHCEH GbINOIHAMbCSL
DPe2YNAPHO 8PAUOM-2EMAMONIO2OM HO MEeCHY dHcUmenbcmea nayuenma. B npoyecce npogooumoii
mepanuu nocie Kaxcovix 1-2-x Kypcos mepanuu ciedyem 8blNOIHAMb OnpeoeieHue
COOMHOWEHUsT OETKOBLIX (PpaKyull MemoooM d1eKmpoghopesd, Ucciedo8anue
MOHOKIOHANLHOCIU UMMYHO2I00YIUHO8 8 KPOBU MEeMOOOM UMMYHODUKCayuu, onpeoeieHue
codeparcanue c60000HOU 1e2Koll Yenu Kanna u iamooa 6 Kposu, ucciedosanue
MOHOKIOHANLHOCIU UMMYHO2I00YIUHO8 8 MOYe MEMOOOM UMMYHOPUKCAyUul, Uccie0o8anue
VPOBHA UMMYHO2I00YIUHO8 8 KPOBU C KOIUYECIEEHHbIM OnpedesieHuemM MOHOKIOHANbHO20 U
NOAUKTOHATLHBIX UMMYHO200yIuH08.Onpedenenue cooepxcanus CJIL] ummyHnoznob6yaunos

CbIBOPOMKU OONIHCHO BLINOTHAMBCA (MEMOOOM Hegheromempuu uiu mypoooumempuu)

*  UmmyHoyumoxumuyeckoe ucciedosanue ¢ MOHOKIOHAIbHbIMU AHMUMENAMU MAmMepuaid
Ha anmuzeHvl Ouggepenyuposku aumgpouonsix kiemox (CD) pexomenoyemcsa moavko
onst noomeepoicoenust cI1P u oyenku s¢hghexkmusnocmu nevenus npu neusmepsemom AL-
A.

»  [locne docmudicenuss pemuccu peKomeHoyemcs MOHUMOPUHS UMMYHOXUMUYECKO20
UCCe008aHUs KPOBU U MOYU, BKIIOUAIOWee UCCIe008aHUe MOHOKIOHANbHOCIU
UMMYHO2I00YIUHO8 8 KPOBU MEMOOOM UMMYHODUKCAYUU, OnpedeneHue CoOOepHCaHus

CB80O0OHDIX 1€2KUX ueneﬁ 6 Kposu, uccne0osanue MOHOKIOHAIbHOCIU
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UMMYHO2I00YIUHO8 8 MOUe MeMOOOM UMMYHOPuUKcayuu,. Onpeodenenue coOepHcaniisl
CB0D0OHBIX IecKUX Yenell 8 KPO8U OOJIHCHO 8bINOIHAMbCA MEMOOOM Hegheomepuu U
mypoooumempuu..

* [locne okoHuanus JneveHus PeKOMEHOYemcsa MOHUMOPUHZ  OCHOBHBIX HNoKazameneu
@yHKYUU 8HYMPEHHUX OP2AHO08, BKIIOUAIOWUL UCCIe008aHUe YPOBHSI N-mepMUHaibHO20
¢paecmenma Hampuiiypemuyeckozo nponenmuda mo3208020 (NT-proBNP) 6 «kposu,
uccneoosanue ypoeus mpononunog I, T 6 kposu, ucciedosanue ypoeHs KpeamuHuHa 8
KpOBU, UCCNIe008aHUe YPOBHA ANbOYMUHA 6 KPOBU, OnpeoeieHue Koauvecmed Oeika 8
CYmouHnoll moue, onpedenieHue aKMUHOCmMuU wenounol gocgamasvl 6 kposu 1 pas B 6

McEC.

5.3. POEMS cuHapom

MertonoB npodunaktiuka POEMS cunapoma B HacTosiiee BpeMsi He CYIIECTBYET.

Konmponv 3a meuenuem 3abonesanus u sggekmuenocmvro mepanuu 00IHCeH GbINOIHAMbCS
Pe2YIAPHO BPAUOM-2EMAMONI020M U 8PAUOM-HEBPOLO2OM NO MeCm) HCUmenbcmea nayuenma. B
npoyecce CUCIEMHOU Mepanuu UMMYHOXUMUYECKOe UCCIed08anue KPOsU U MOYU, 8KIloUarouee
onpeoeneHue COOMHOUEHUS OEIKOBbIX (DPaKyuti Memooom 3aeKmpoghopesza, UCCIe008aHUe
MOHOKIOHANLHOCU UMMYHO2A00YIUHO8 8 KPOBU MEMOOOM UMMYHODuUKCayul, , ucciedosanue
MOHOKIOHANbHOCIU — UMMYHO2IO0YIUHO8 8 MOYe MemoOOM UMMYHOGUKcayuu ciedyem
8bINOIHAMb NOCIE KAXCObIX 2-X Kypcog mepanuu. Ilocie docmudicenus pemuccuu Heooxooumo
UMMYHOXUMUYECKOe UCCe008anue KpOGU U MOYU, GKIlouarouee onpeoeieHue COOMHOULeHUS
benkogvlx  @paxkyuii  memooom  dnekmpoghopesa, uccneoo8anue  MOHOKIOHATbHOCMU
UMMYHO2I00YIUHO8 8 KPOBU MEMOOOM UMMYHOpuUKcayul, , Ucciedosanue MOHOKIOHANbHOCIU
UMMYHO2I00YIUHO8 8 MoYe Memodom ummynopukcayuu , VEGF 1 paz 6 6 mec, nuzkooosnas KT

gcex Kocmell ckelema O0OUH pas 6 200.
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6. Opranmszanusi OKa3aHusi MeJUIUHCKON MOMOIIH

MeauuuHCcKass IOMOINb, 3a HCKIIOYEHHMEM MEIUIMHCKOM IIOMOIIM B  paMKax
KIMHUYECKOU arpobanuu, B cooTBeTcTBUH ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-03
(pen. ot 25.05.2019) «O0 ocHOBax OXpaHbl 310pOBbsl rpaxkaaH B Poccuiickoit denepauun»
OpPraHMU3YeTCs U OKa3bIBAETCSA:

1) B COOTBETCTBHHM C MOJOKEHUEM 00 OpraHM3alUU OKa3aHUS METUIIMHCKON MOMOIIY 1O BHAM
MEIULMHCKOW TTOMOIIH, KOTOPOE YTBEPHKAAETCS YIOJIHOMOYEHHBIM (peliepaibHbIM OPraHOM
UCTIOJIHUTENIbHOM BIIACTH;

2) B COOTBETCTBUHM C TOPSAKOM OKa3aHHs MOMOILIM MO MPO(UII0 «TreMaToyIoTUs», MPOodUIIo
«He(DPOIOTH», TPOPWII0 KKAPAHOJIOTUD», TPOPHII0 «HEBPOJIOTHUS» 00s3aTENbHBIM IS
HcnojiHeHUusT Ha  teppuropun  Poccuiickorr  denmepanuu BCEMUM  MEIHULIMHCKUMU
OpraHu3alUsIMY;

3) Ha OCHOBE HACTOAILIUX KIMHUYECKUX PEKOMEHAAIIHII;

4) ¢ y4yeToM CTaHAApPTOB MEIUIMHCKOM IOMOIIM, YTBEPXKAECHHBIX YIOJIHOMOYEHHBIM
(benepaabHBIM OPraHOM HCTIOJIHUTENLHON BIIACTH.

[lepBuyHas crienuanIu3upoBaHHAss MEIUKO-CAHUTAPHAsS IMTOMOUIb OKa3bIBACTCS BpadyaMu-
CHELUAINCTAMH B ILIEHTPE aMOyJlIaTOpHOW MNOMOIIM JHUOO B TNEPBHYHOM TEPANEBTHUECKOM,
HE(PPOJIIOTUIECKOM OT/IEICHUH, KApAHOJIOTUIECKOM MM HEBPOJIOTMUYECKOM OTCTICHHSIX.

ITpu BeisiBnenun y nanuenta MI'TI3, AL-A unu POEMS cunapoma  Bpauu-TepaneBThl,
Bpauu-TEpareBThl yYaCTKOBbIEC, BpauH 0OOIIel MpakTUKK (ceMeiiHble Bpauun), Bpauu-He(posIory,
Bpauu-KapHOJIOTH, BPAuu-HEBPOJIOTH, CpPEIHHE MEIUIMHCKHAE PAaOOTHUKU B YCTAHOBJICHHOM
NOpSIKE  HANpaBiAOT  MAalMeHTa HAa  KOHCYJbTAllMI0O B LEHTp  aMOyJaTOpHOM
reMaTOoJIOTMYECKOM/OHKOIOTHUECKOM OMOIIY OO0 B MEPBUYHBIN reMaTONOTHYECKUil KaOuHeT,
IIEPBUYHOE T'E€MATOJIOIMUECKOE OTAEICHHE MEAMLMHCKON OpraHu3alluy JUlsl OKa3aHUs €My
[IEPBUYHOM CHELUAIM3UPOBAHHON MEIUKO-CAHUTAPHON IIOMOILH.

Bpau-rematonor amOynaTopHOTO MJIM CTAllMOHAPHOTO 3B€HA FeMAaTOJIOTHUECKOM MOMOIIN
OpPraHU3yeT BBINNOJHEHHE AMArHOCTHMUYECKUX HCCIEIOBaHUN, HEOOXOJUMBIX IJISi YCTAaHOBJICHUS
JMarHo3a, BKJII0Yasi pacpOCTPAHEHHOCTh M CTaIUIO 3a00JIeBaHUS.

IIpy HEBO3MOXXHOCTH  IIPOBEJIEHUS JWAarHOCTUYECKUX  MCCIECJOBAHMNM  NAIMEHT
HaIpaBJIAETCs JIeYallluM BpayoM B MEIULMHCKYIO0 OPraHU3alllI0, OKAa3bIBAIOILYI0 MEIULIUHCKYIO
MIOMOIIlb TAIlMEHTaM C TeMaTOJOIMYECKMMH 3a00JeBaHMUSAMHU JJISl YCTAHOBJICHUS JIUArHo3a H

OKa3aHus CHGHH&HHSHPOB&HHOﬁ, B TOM 4YHCIJIC BBICOKOTCXHOHOFHHHOﬁ, MGI[PII.IHHCKOﬁ IIOMOIIH.
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[Tpu BBISIBIICHNH YKa3aHHBIX BBIIIE 3200JI€BaHUN B XOJ€ OKa3aHUSI CKOPOU MEIUITUHCKON
IIOMOUIY NAIMEHTa MEPEBOAAT WM HAIPABIAIOT B MEIUIMHCKUE OpPraHM3alMM, OKa3bIBAIOIINE
MEIULIMHCKYIO TIOMOIIb MAIlMeHTaM C I'eMaTOJOTHUYECKUMHU 3a00JICBaHUAMU, I ONpEACICHUS
TAKTUKA BEACHUS M HEOOXOJUMOCTH TPHUMEHEHUsS JIOTOJHUTEIBHO JPYTUX METOJIOB
CIELUATIU3UPOBAHHOT O IIPOTUBOOIIYXOJIEBOT'O JICUCHHUS.

Crneunanu3upoBaHHas, B TOM 4YHCIIE BBICOKOTEXHOJOIMYHAs, MEAMIMHCKAs [OMOILb
OKa3bIBAE€TCsSl BPauyaMHU-I€MaTOJIOTaMU B MEIUIMHCKUX OPraHU3alUAX, HMEIOIIMX JHUIEH3UIO,
HEOOXOMMYI0O MaTepHabHO-TEXHHUECKYI0 0a3y, CepTU(UIMPOBAHHBIX CIICIUAIUCTOB, B
CTallMOHAPHBIX YCIOBUAX U YCIOBUSAX JHEBHOI'O CTALlMOHAPA U BKJIKOYACT JUATHOCTHUKY, JICUCHUE
reMaTOJIOTHUECKUX 3a00JeBaHUl, TpeOyIOIUX HCIOJIb30BAHUS CIEUUANBHBIX METOIOB H
CJIO’KHBIX YHUKAJIBHBIX METUIIMHCKUX TEXHOJIOTUH, a TAKKe MEIUIIMHCKYIO PeadHIUTALIUIO.

B MeauuuHCKOM oOpraHM3alMy TaKTHKa MEIUIIMHCKOTO OOCIIEOBaHUS M JICUCHUS
YCTAQHABJIMBACTCSI BpayaMH-TE€MaTOJIOTaMH C MPHUBICYEHUEM NpU HEOOXOIMMOCTH Bpaye
APYTUX CIEHUATbHOCTeH, NMpPH HEOOXOOUMOCTH — C MpPOBEACHHEM KOHCHIMyMa. PemeHue
KOHCHJIMyMa Bpadell o(opMIIIeTCsl MPOTOKOJIOM, IMOJMUCHIBACTCS YYaCTHUKAMHU KOHCHIIMyMa
Bpayei ¥ BHOCUTCS B MEJULMHCKYIO JJOKYMEHTALIUIO [IAL[UEHTA.

IlokasaHuss K TOCHUTAJIM3AUUMU B KPYIJOCYTOYHBIM WM JHEBHOM CTallMOHAp
MEIULMHCKOM  OpraHM3alud, OKas3bIBAIOUICH  CHELUAJIM3UPOBAaHHYIO, B TOM  4HCIIE
BBICOKOTEXHOJIOTUYHYIO, MEIUIIUHCKYIO ITOMOIIb 10 MPO(UII0 «TeMATOJIOTUS, ONPEACISIOTCS
BpPauOM-T€MaTOJIOTrOM/KOHCUIIMYMOM Bpaueil ¢ NpHUBJICYCHHEM IPU HEOOXOAMMOCTH Bpayeu

JIPYTHUX CIIEIUATIbHOCTEH.

6.1. MOHOKJIOHAJbHAS TAMMANATHS C MOY€YHBIM 3HAYEHHEM

IMoka3anus 1Jid IVIAHOBOM rOCIUTAJIN3AIHH

Hanmuune nuarnosa MI'TI3 njisa BIIOIHEHUS:

® IUIAHOBOTO Kypca crHenu(puyeckod Tepamnuu, BKIIOYAIOMIEH XUMHOTEPAaNeBTHYECKUE
IpernapaTsl, TApreTHbIE MpenapaThl OMOIOTHYECKOr0 MEXaHnu3Ma JSHCTBHS, TpeOyroue
KPYIJIOCYTOYHOTO HAOJIIOJICHHUS 33 TAalMEeHTOM (B TOM YHCIIE OCTPOE IOBPEXKICHUE
IIOYEK, OTEYHBI CUHAPOM, 3JIEKTPOJIUTHbIE HapyulieHus, cHwkeHun CKD wmenee 30
MJI/MUH, TOpa)KEHHsI Cep/La, IeYeHH, 00yCIOBIECHHBIE OCHOBHBIM IPOLIECCOM, TsDKENas
KOMOPOUTHOCT®);

e Kypca BBICOKOJIO3HOIM XMMHOTEpAIny;

L4 M06I/IJII/133.LII/II/I u 060pa AYTOJIOTUYHBIX CTBOJIOBBIX TCMOIMO3THYCCKUX KIICTOK KPOBH,
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® TpaHCHJIaHTaL[I/II/I aYTO.HOI‘I/I‘{HBIX CTBOJIOBBIX I'€MOIIO3THYCCKUX KICTOK,
IMoka3anus 151 IKCTPEHHON rOCIUTAIN3ALMHA:

Hannuune nuarnosa MI'TI3, ociiosxHeHHOrO:

® OCTpBIM IIOYEUHBIM NOBPEKICHUEM Ha (hoHE crennduyecKoit Tepanuu;

® TPOMOOTHYECKUMH / FTeMOPParn4eCKUMHU OCIOKHEHUSIMH Ha (oHE crienu(pUIecKoi Tepanum;

® TSDKEJIBIMUA UHPEKIIMOHHBIMHU OCJIOKHEHUSIMU Ha (OHE el HUecKoi Tepanum;
® HapyUICHHEM PHUTMa U POBOJAUMOCTH;
® JICKOMIICHCALIMEH CepACYHON HEJOCTATOYHOCTH;

Iloxa3aHus K BbINMCKE MALIAEHTA U3 cTanuoHapa:

e 3aBeplICHUE Kypca crelu(puuecKon Tepamnuu;
® KYNUpPOBAaHHE OCIOKHEHUH, BOSHUKIINX Ha (poHe crieruduueckont Tepamnuu;

3aKIIl0YeHne O LeNeco00pa3HOCTH MepeBoja MalueHTa B MPOQMIBHYI0 METUIIMHCKYIO
OpPTaHU3aIMI0 OCYILIECTBIISCTCS TOCIE MPEABAPUTEIBHON KOHCYJIBTAIMH 110 MPEJOCTaBICHHBIM
MEIULIMHCKUM  JTOKYMEHTaM W/WIM TpPEABApUTENBHOIO OCMOTpa MalMeHTa Bpayamu

CIIELIMAIUCTAMH MEAULMHCKON OpraHu3alii, B KOTOPYIO INIAHUPYETCS IEPEBOL.

6.2. AL- amnionnos

IHoxka3anus 1M IJIAHOBOM TOCIUTAJIN3AIHN

Hanmuune nuarnos3a AL-A i1 BLIIOTHEHNS

® IJJAaHOBOTO Kypca CHEIU(PUIECKONW Tepanuy, BKIIOYAIOMICH XHUMHOTEPAIeBTUYECKUE
MpemapaTsl, TApreTHRIE TpenapaTbl OMOJIOTHYECKOTO MEXaHU3Ma JIeHCTBUS, TpeOyromeit
KpYTJIOCYyTOYHOTO HAOMIOACHHUS 32 TMAlUeHTOM (B TOM 4HCIE TMPH CEepIACHHOMN
HEJOCTAaTOYHOCTH, apuTmuu, moBbimieHUH T/ TpomonmHa, NT-proBNP Brime 1800
rr/mi, cHmkeHnn CK® menee 30 Mul/MUH, HATUYUH TSHKEIOW KOMOPOUIHOCTH);

® Kypca BBICOKOJO3HON XUMHOTEPAIUu;

e MOOWIM3aNUU U cOOpa ayTOIOTHYHBIX CTBOJIOBBIX T€MOTIOITHYECKIX KIETOK KPOBU;

® TPaHCIUIAHTAINH ayTOJOTHYHBIX CTBOJIOBBIX T€MOMOITHYECKUX KIIETOK;

IMoxa3anus 151 IKCTPEHHON rOCIUTAINU3ALMHU:

Hanmmuune nuarnosa AL-A, 0CI10KHEHHOTO:

® OCTpBIM IIOYEUHBIM NOBPEXKICHUEM Ha (hoHE crennduyecKoit Tepanuu;

® TPOMOOTHYECKHUMH / FTeMOPParn4eCKUMHU OCIOKHEHUSIMH Ha (oHE crienu(pUIecKoi Tepanum;

® TSDKEJIBIMUA UHPEKIIMOHHBIMHU OCJIOKHEHUSIMU Ha (POHE CrIerUpHUECKOi Tepanum;
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® HapyLICHUE PUTMA U IIPOBOJUMOCTH;
® JICKOMIICHCALIUs CEpACYHON HEIOCTATOYHOCTH;

Iloxa3aHus K BbINMCKE MALIAEHTA U3 cTanuoHapa:

® 3aBeplICHUE Kypca crelu(puuecKon Tepamnuu;
® KYNUpPOBAaHHE OCIOKHEHUH, BOSHUKIINX Ha (hoHe creruduyueckont Tepamnmu;

3aKIIl0YeHne O LEeIeco00pa3HOCTH TepeBoja MalueHTa B MPOQMIBHYIO METUIMHCKYIO
OpPTaHU3aIMI0 OCYIIECTBIICTCS MOCIE MPEABAPUTEIBHON KOHCYJIBTAIIMH 110 MPEJOCTaBICHHBIM
MEIULIMHCKUM  JIOKYMEHTaM W/WIM TPEABAPUTENBHOIO OCMOTpa TMalMeHTa Bpayamu

CIIELIMAIUCTAMH MEAULMHCKON OpraHu3aliu, B KOTOPYIO INIAHUPYETCS IEPEBOL.

6.3. POEMS cunapom

IHoxka3anus 1M IJIAHOBOM TOCIUTAJIN3AILHN

Hanuumne nuarnoza POEMS cunapoma it BHITOTHEHUS:

® IJJAHOBOTO Kypca CHEIU(PUYIECKONW Tepanuu, BKIIOYAIOMICH XHUMHOTEPAIeBTUYECKUE
MperapaTsl, TApreTHRIE TpenapaTbl OMOJIOTHYECKOTO MEXaHU3Ma JEHCTBUS, TpeOyromeit
KpPYTJIOCYTOYHOTO HAONIO/IEHUSI 32 MAIMeHTOM (B TOM YHCIE BBIPQKCHHBIN OTEYHBIN
CUHJIPOM, TPOMOOTHYECKUE OCIONKHECHHSI, TsKeNas KOMOPOHUIHOCTD);

® Kypca BBICOKOJIO3HON XUMHUOTEpAINH;

e MOOWIM3aUU U cOOpa ayTOIOTHYHBIX CTBOJIOBBIX T€MOTIOITHYECKIX KIETOK KPOBU;

® TPaHCIUIAHTAIIMH ayTOJOTHYHBIX CTBOJIOBBIX T€MOMOITHYECKUX KIIETOK;

IMoxa3anus 151 IKCTPEHHON rOCIUTAINU3ALMHU:

Hanuune nuarnoza POEMS cunapoma, ociioXxHEHHOTO:
® TPOMOOTHYECKUMH / FTeMOPpParn4eCKUMHU OCIOKHEHUSIMH Ha (oHE crienu(prUIecKoi Tepanum;

® TSKEJIBIMUA UHPEKIIMOHHBIMHU OCJIOKHEHUSIMH Ha (OHE crierurUecKoi Tepanum;

Iloxa3aHus K BbINMCKE MALIAEHTA U3 cTanuoHapa:

e 3aBeplICHUE Kypca crelu(puuecKon Tepanuu;
® KYNUpPOBAaHHE OCIOKHEHUH, BOSHUKIINX Ha (poHe crienuduueckont Tepanuu;

3aKIIl0YeHne O LeIeco00pa3HOCTH MepeBoja MalueHTa B MPOQMIbHYIO METUIMHCKYIO
OpPTaHU3aIMI0 OCYIIECTBIICTCS TOCIE MPEABAPUTEIBHON KOHCYJIBTAIIMH 110 MPEJOCTaBICHHBIM
MEIULIMHCKUM  JTOKYMEHTaM W/WIM TPEABAPUTENBHOIO OCMOTpa MalMeHTa BpayaMu

CIIELIMAIUCTAMH MEAULIMHCKON OpraHu3alii, B KOTOPYIO INIAHUPYETCS IEPEBOL.
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7. JonosHuTebHAst HHPopManus (B TOM 4uciae GakTopbl, BJUSAOIINE HA

HUCXO0/1 3a00J1eBaHUSI WJIM COCTOSIHHSA)

7.1. MOHOKJOHAJLHASY FAMMANATHS MOYEYHOI0 3HAYECHU S

D¢ dexruBHocTs Tepanuu MITI3 ycTaHaBiIMBaIOT MO0 TI'eMaTOJOTHYECKOMY U MOYEYHOMY
(oprannomy) otBery [78, 82, 150]. Jlnsi nOCTHKEHUS MOYEYHOrO OTBETA, KakK IPaBUIIO,
Tpebyetcst rematonorudeckas OxYP wumm ITP [151].

Kpurepun remaronoruueckoro orsera npu MITI3, obycnosnennoit CJIL uMMyHOTII00yJIMHOB,
aHAJIOTHYHBI KPUTEPUSM, pa3paboTanHbiM aius AL-amunonnosa [63]. Ouenka 3¢ddexruBHOCTH
Tepanmuu 1o CHWKeHuto KoHueHTparuu CJII[ uMMyHOr/IoOyJMHOB TNPUMEHSETCS IpH
CIIEYIOIIMX BapUaHTaX MOPaKEHUs MOYEK:

e AL —amunonno3

e boJie3Hb OTJI0XKEHNUS JIETKUX IeTeld MMMYHOTTIO0yTHHOB

e [IpokcumanpHas TyOyJOmnaTusi, ACCOUMUPOBAHHAS C JIETKUMU IETIIMU

e TyOyJIOMHTEPCTULHAIBHBIA HEPPUT, ACCOLUUHPOBAHHBIH C MOHOKIOHAJIHHOMN

ramMmariaTuen

Kpurepun remaronormyeckoro orsera mnpu MI'TI3, o00yc/oBjIeHHOII ~ HHTAKTHBIM
NapanpoTeHHOM B COYECTAHNH ¢ MOHOKJIOHAJIbHBIMH JIETKMMH HensiMu [82].

[Monubiii_orBer (cIIP): HeraTHMBHBIC pe3yIbTaTbl UMMYHO(HUKCAIlMM KPOBH M MOYU B

COUETaHUM ¢ HOpMabHOM oTHoIeHneM CJIL]

QueHp XOPOLINI YaCTUYHBIA OTBET (04eHb Xopomias yactuyHag pemuccusa) (OXYP): M-

IPOTEHH B CHIBOPOTKE KPOBU M MOYE ONPEAENSACTCS TOJIBKO MPU UMMYHO(DHUKCAIIUHN, HO HE MpH
a5ieKTpoopese UM OTMEUaeTCsl CHIKEHHE YpoBHA M-mpoTerHa B cbiBOpoTke Ha >90 %, a M-
npoTenHa B Moue A0 ypoBHs <100 Mr/cyT.

Yactuynbelii orBeT (yactuuHas pemuccud) (YP): ypoBeHb M-rpagueHTa B CBIBOPOTKE

JOJKEH YMEHBIIUTHCS Ha Oosee yem Ha 50 %, a B Mmoue Ha >90 %, unu abCoOTHOE KOJIMYECTBO
M-npoTerHa B Mo4e JOKHO ObITh <200 Mr/cyT.

Crabunusanys: HECOOTBETCTBHE Moka3aTeneit kputepusm [1P, OXYP, YP

Kommenmapuii: omleHKa  3(PQPEKTUBHOCTH  TEepamud  HAa  OCHOBAaHUU  TOJHOTO
HUMMYHOXUMHUUYCCKOTO HCCICAOBAHHUA KpPOBH U MOYU C OHNPCACICHUEM KOHICHTpALun
CBOOOJHBIX JIETKUX IeTNel UMMYHOTJIOOYJIMHOB TPOBOJUTCS IPU

o 60H€3HI/I OTJIOKCHUSA TAXKCEIIBIX U JICTKUX LIGHCﬁ PIMMyHOI‘HOGy.HI/IHOB

® MOHOKIOHAJILHOM (DUOPHILIIPHOM TIoMepyloHeppuTe
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® KPUCTALIMYECKOM IOJOLUTONATUH, AaCCOLMMPOBAHHOM C€ MOHOKJIOHAJIBHON
rammariaTuen
® KPUCTAJNINYECKOM I'MCTHOLIUTO3€E
Kpurepun remaronormyeckoro orsera mnpu MI'TI3, o00yc/oBjIeHHOII ~ HHTAKTHBIM
napanporenHom [82]

[Tonnsiit oTet (I1P) - HeraTUBHBIEC PE3yIbTAThl UMMYHO(DUKCAIIUN KPOBH U MOYH

QueHp XOPOLINI YaCTUYHBIA OTBET (O4eHBb Xopomias yactuyHaag pemuccusa) (OXYP): M-

IIPOTEHH B CHIBOPOTKE KPOBU M MOYE ONpEAENSACTCS TOJIBKO MPU UMMYHO(DHUKCAIIUHN, HO HE MpH
a5IeKTpoopese IM OTMeUaeTcs CHIDKEHHE ypoBHS M-TpoTenHa B CIBOPOTKE Ha >90 %,

Yactuynblii orBeT (yactuuHas pemuccud) (YP): ypoBeHb M-rpagueHTa B CBIBOPOTKE

JOJKEH YMEHBIIUThCS Ha >50 %
KommenTapuii: oyenxa s¢ggexmuenocmu mepanuu HA OCHOBAHUU UMMYHOXUMUYECKO2O
UCCNe008AHUSL CLIBOPOMKU MEMOOOM dNeKmpogopesa u uMMyHopuKkcayuu Oas onpeoeieHust
KOHYEeHMpayuu napanpomeuna 8blNoIHAemcs npu C1e0yiouux 8apUaHmax nopaicenust noyekx:
o [Iponughepamugrwiii 2nomepyoHedpum c OMN0IHCEHUEM MOHOKIOHANIbHBIX
UMMYHO200YIUHO8
o [MMmyHOmMaKkmouoHulil 2iomepyioHedhpum
o C3-2nomepyronamus, acCOYUUPOBAHHASI C MOHOKIOHALHOU cammanamueni
o Tpombomuueckas  MUKPOAHSUONAMUS, accoyuuposanHas C  MOHOKIOHAIbHOU
eammanamuert

o Kpuoenobynunemuueckui 2nomepyionedpum 6 pamxax kpuoenooyasunemuu I unu Il munos

Kpumepuu noyevyHoco omeema, a maKkHce 2eMaAMOoN02UYeCcKoll npozcpeccuu  aHajlocu4Hbsvl

Kpumepusm, pazpadbomannvim 0 AL-amunoudosza [62,63, 109].

7.2. AL- aMuiouno3

D¢ dexruBHOCTh Tepanmuu AL-A ycTaHaBIMBaeTCs HA OCHOBAaHHM yTBEP)KICHHBIX
kputepueB. OTIeIbHO OLEHUBAETCS T€MATOJIOTUYECKUM U KIIMHUYECKUH (OpraHHbIi) OTBET [62,
63, 109]. ns noATBep KACHHS Pe3yIbTaTOB TEPANUU HEOOXOIMMO, HCCIICAOBAHHE
MOHOKJIOHAJIbHOCTH UIMMYHOTJIOOYJIMHOB B KPOBH METOJIOM UMMYHO(HKCALIUHU, OTNpe/eIeHne
coJiepKaHusl CBOOOTHOM JIETKOW 1IEMH Kamrma ¥ 1siM01a B KPOBHU, UCCIIEJOBAHUE
MOHOKJIOHAJIbHOCTH MIMMYHOTJIOOYJIMHOB B MOY€ METOAOM UMMYyHOuKcaruu. OnpeaeneHue
CoJiepKaHUsl CBOOOTHBIX JIETKUX LIENe B KPOBHU JIOJDKHO BBITOTHATHCS METOJIOM HederoMepun

WK TypOOIUMETPHH.
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HccnenoBanue conepkaHus napanpoTtenta, B ToM yucie CJIL[ uMMyHOrnoOyJInHOB, AOIKHO

OBITH BBITTOJIHECHO JBaXKbI [ 150].

Onenka TayOMHBI OTBETa NPUMEHHMMA JUIsI TMAIMEHTOB C «HU3MepseMOi» OO0JE3HbIO.
3a0oneBaHNe CUMTAIOT «M3MEPSEMBIM» IMPH KOHIEHTpaluu M-mpoTrenHa B ChIBOpoTKe >10 r/m
WINA B CyTOYHOM Moue >200 Mr wuiau pa3HUIle BOBJICYEHHBIX M HeBoBieueHHbIX CJIL] Gonee 50
mr/n. Ecnu pa3nuna BoBiiedeHHBIX U HeBoBieueHHBbIX CJIL] MMMYyHOrI00YyIMHOB COCTaBIISET
20-50 mr/m, To BO3MOXHO AuarHoctTupoBath Toibko clIP u UP [20]. IIpu «aensmepsiemom» AL-
A, HO CO CJIEJIOBBIM KOJIMYECTBOM MapampoTerHa (BBISABISEMBIM METOJOM MMMYHO(HKCAILINN)
MOXHO auarHoctuposaThb ToIbKO 1IP u cIIP. IIpu orcyTcTBHM napanpoTenHa B CBIBOPOTKE WIH
moue u paznutie CJIL] ummyHornoOynuHoB MeHee 20 Mr/J1, MOXHO KOHCTaTHpOBaTh ToJIbKO cI1P
METOZOM MpOTOYHOM wuuTodayopumerpun . Ecnu ucxomno pasuuna conepxkanus CJILL
MMMYHOTJIOOYJIMHOB cocTaBisieT MeHee 20 MI/J, HO CEeKpEeTHUPYeTCs MHTAKTHBIN IMapanpoTerH B
KonmgectBe 6osiee 10 /11, TO OTBET OLICHUBACTCS 110 COAECPIKAHUIO MHTAKTHOTO TapanpoTerHa.

Hopmanenoe cootHomenue /A CJIL ummyHOrnmoOynuHoB cocraBiuser 0,26-1,65. YV
MAIUEHTOB C TIOYEYHOHW HEJOCTaTOYHOCThIO HOpPMajbHBIM cooTHommeHuem «/A  CJIL]
UMMYHOTII00ynuHOB cunrtaercs 0,37—3,1.

Kputepun remartosiornueckoro orsera npu AL- amunonnose

Honnerit orBer (monHas pemuccus) (ITO/TIP): conepxanue BosieueHHon CJIL] menee 20

MT/JI WM pa3HUIIA MEX]Ty BOBIICYeHHBIMU 1 HeBoBIeueHHbIMH CJIL] menee 10 mr/n

Crporuii noanslit oreet (cIIO/IIP): TTIP mitoc otcyTcTBUEe a00EpaHTHBIX IUIA3MAaTHUECKUX

KJIETOK B KOCTHOM MO3T'€ IO pe3yjIbTaTaM MPOTOYHON HUTO(IyOpUMETpHH (TIpH MojAcYeTe 2 MITH
KJIETOK).

OueHp XOpOIIUKA YacTUYHBIM OTBET (OYEeHBL Xopoilag uvacthuyHasg pemuccusa) (OXYP)

YCTAQHABJIMBAIOT, €CJIM HMCXOJHO pa3HUIA MEXIY MaTOJOTHYeCKUMU U HopManbHbiMH CJIL]
UMMYHOTJI00YyIHHOB > 50 Mr/m, a mocine jeuenus: Mexee 40 mr/m.

Yactuunelid _oTBeT (yactuuHas pemuccusd) (YO/YP) ycraHaBiIMBAIOT, €CIM HCXOIHO

pasHuIla MeXay maroiorudeckumu u HopmanbHbiMH CJIL[ mMMyHOTIOOYNIMHOB > 50 Mr/m, a
mocie geueHnsa cHusmwiack Ha 50%.

OtcyrcTBUE reMaToJI0rMYECKOr0 OTBETA: CHID)KEHHE coJlepKaHus CJIL

UMMYHOTJIOOYJIMHOB MeHee yeM Ha 50%, eciiy UCXOIHO UX KOHIeHTpauus Obuia 6onee 50 mr/m.

YacTnusblii OTBET npu HU3KOM ucxoaHoMm 3HaveHun CJIIL: paszuuna CJIL mocne

nedeHus MeHee 10 Mr/m, eciu UCXOTHO UX KOHIIEHTparws cocTaBisuia 20-50 mr/m.
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Kpurtepun kiman4eckoro orsera npu AL- amuiionnose

KnuHuyeckuii OTBET Ha TEpamMio OLEHUBAIOT OTIEIBHO IS Ka)XJ0ro IOpPakKeHHOTO
oprasa 4yepes 6 Mec OT JOCTUTHYTOT'O T€MaTOJIOTHYECKOT0 OTBETA.

Cepaeunsiii orBetr: cHikeHne NT-proBNP na 30% wunm Gonee uyem nHa 300 HI/nm y
NAIlMeHTOB C HCXOAHbIM 3HaueHMeM NT-proBNP > 650 wur/n wm MIOBBIIIECHUE
(YHKIMOHATIBHOTO KJIacca CepleYHOM HelocTaTOYHOCTH (Ha 2 M Oosee Kiacca MpHU UCXOTHOM
kimacce mo NYHA 3-4).

IToyeuHblii OTBET: CHUKEHHE CYyTOYHOW NpoTeuHypuH Ha 30% OT MCXOJHOTO 3HAUEHUS
wii MeHee 500 MI/CyTKM NpH OTCYTCTBHU HPOTPECCHPOBAHUS IMOYEYHOM HEIOCTATOYHOCTH
(camkenust CK® Gonee ueM Ha 25% OT UCXOIHOTO 3HAYCHHS).

IleyeHouHBIH OTBET: CHIDKEHHE CcoAepKaHHsS IIenodHoil ¢ocdarazer Ha 50% wnm

YMEHBIICHHE pa3MEPOB MEUEHH Ha 2 CM IO pe3yJIbTaTaM KOMITBIOTEPHOM TOMOTpaduu.

Kpurepun nporpeccupoBanusi AL-A:

I'emaTtoJioruyeckas nporpeccust

Peuuaus mocijie NMOJHOM PeMHCCHHM: BO300HOBJIEHHE CEKpELUHU IapanpoTeHHa WU
Hapymenue otHomenust CJIL ummynorno6ymunoB. [Ipu stom conepxanue BoneuenHon CJIL]
MMMYHOTJIOOYJIMHOB JJOJDKHO YBEJIMYMTHCS B J1BA pasa.

IIporpeccuss mocjie 4acTUYHOM pemuccum: rmoBbiieHue Ha 50% coxep:kaHust
napanpoTerHa ChIBOPOTKH (Oojee 5 1/m) unm moBeimenue Ha 50% konmudectBa Oenka beHc-
Jlxonca B Moue (Oonee 200 MT/CYTKH) WM TIOBBIIICHHE BoBJsieueHHO  CJIL]
uMMyHor1ooynuHoB Ha 50% (6omee 100 mr/m).

Kuannnueckas nporpeccust
Cepaue: noseimenue NT-proBNP na 30% wnm Gonee wem Ha 300 Hr/m wnm noBwimieHue T-
TponoHuHa 6osee Ha 33% wnu cHIKeHUe (pakiuu BeiOpoca Ha 10%.

Ilouku: moBbImIEHHE CyTOYHOW mnporeuHypun Ha 50% (He MeHee yeM 1 r/CyTku) wiH
MOBBIIIEHUE CcO/lepKaHusl KpeaTuHuHA Ha 25% (unu cHikenne CK® 6onee uem Ha 25%).

Ilevenn: [ToBrienue menounoi gocdaraser Ha 50%.

7.3. POEMS cuHapom

Kputepun 3¢ppextuBaoctn Tepanuu POEMS cunapoma

3Hayenne B  Je0IoTe,
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KOTOpoO¢ YUYUTBIBACTCHA IMoanas peMuccus Ynque}me
IJI OLEHKH OTBeTa HAa
IHapamerp
Tepanuio
VEGF B 2 pa3za BbIIIE HOPMEI HopwmanbHoe 3Ha4eHue penykuust Ha 50%
oT HCXOJHOTO
YpOBHS
IMMapanporenn B ceiBopoTKe 5 T/11 M1 Goniee OrcyTtcTBHE napanporenHa | Penykuus
(Bo3moxxHa KoHcTarauusi [IP w | mpu MMMYHO(UKCAIlUX | TMapanpoTerHa  Ha
OxYP) CBIBOPOTKHU Y MOYH 50% OT MCXOmHOTO
10 r/n u Gonee (OIEHKA CTETIEHW | +OTCYTCTBHUE KJIOHQJIBHBIX | 3HAYCHHSA
TeMaTOJIOTHYECKOTO OTBETA) IUTa3MaTUYeCKNX  KJIETOK B
TpenaHoOuonTare npu
NMMYHOXUMHUYECKOM
HCCIICIOBAaHUN
MMIT/KT 1 n  Oomee ouaroB ¢ | OrcyrcrBue HakoruieHus | Penykmust va 50%
MaKCHUMAaJIbHbIM JUarHOCTUYECKOrO OT CYMMBI SUF
CTaHAAPTU3UPOBAHHBIM YPOBHEM | pagrodapMareBTHIeCKOro BCEX 0YaroB
HAaKOIUICHHUS (SUF) | mpenapara B oudarax
¢dype3okcurarokossl [18F] OCTEOCKIIEpo3a
MopudunupoBaHHas Viayumienue oT
OLIEHKA HCXOJHOIO YpOBHS
lI VY BCcex ManueHToB He yuutsiBaercs HO yp
HEBPOJIOrHYECKHX Ha 15% (MuHEMYM
HApYyLIeHU no Ha 10 myHKTOB)
mkajie (mNIS+7)
Acuut/ruaporopakce/ | Vmerorcs OTCyTCTBYIOT Vnyumenne Ha 1
0TeKH CTYICHB o
kputepusim CTCAE
(eM.  mpuioxeHHe
3.7)
Cucronnueckoe Bonpme wmm paBHo 40 MM pT cT | Menee 40 MM pT cT Menee 40 MM pT cT
JAaBjeHHe B TPaBOM
JKeJIy104Ke (mo
AAHHBIM
IXoKkapauorpadun)
Orexk qucka Ectp Her Her
3PHTEJILHOTO HEPBa
JAuddy3uonnas
cnoco0HoCTh Jerkux | Menee 70% oT omKHOM Bonee 70% ot momxHOM Kpurepuii HE
110 MOHOOKCHIY YUUTHIBACTCS
yriiepoaa
Kputepun nporpeccupoBanusi POEMS cunapoma [78]:
3HayeHue B [e0r0Te, KOTOpOe
YUYUTBIBACTCHA AJIA OICHKH
0TBETA Ha TEparulo
IHapamerp IIporpeccupoBanue
VEGF B 2 pa3a BbIIIIE HOPMBI [NoBemmenue na 50% OT caMoro HU3KOTO
3HAYCHHS
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HapaHPOTeI/IH B ceiBopoTKe 5 T/11 M1 Gomiee IToBeimenne Ha 25% OT caMOro HU3KOro
(BozmoxHa koHcTaTanust I1P u OxYP) 3Ha4eHwus, HO Oosee S 1/11.

10 /n u Oonee (OUEHKA CTENEHU
reMaToJIOTHYECKOT0 OTBETa)

IIDT/KT 1 um Oomee owaroB c¢ wmakcuMmanbHBIM | [loBeimenue Ha 30% cymmer SUF or
CTaHAAPTU3UPOBAHHBIM YPOBHEM | caMbIX HM3KHMX 3HAa4YeHHWH, HO Oomee 4
naxorutennst (SUF) ¢mynesokcurmokoss! | SUF nim nosiBieHHE HOBBIX 04aroB
[18F]

MoaupuuupoBanHas Ha 15% noBbliieHUE OT CaMbIX HU3KHX

OIlEHKA 3HaueHni (MUHIMYM Ha 10 ITyHKTOB)

V Bcex marueHToB

HEBPOJIOrMYECKUX

HAPYILICHUH M0 LIKaJe

(mNIS+7)

Acout/ruaporopakc/ Nwmerorcs VxynmeHue Ha 1 crymenr 1o

OTEKH kputepussm CTCAE (cMm. mpunoxeHnue

ri.2)

Cucrosmyeckoe bonpmie wnu paBHO 40 MM pT CT Menee 40 MM pT cT

JaBjJieHHe B IPaBOM

JKeJy10uKe (mo

JaHHBIM

IXoKapauorpaduun)

Otek quCcKa Ectp VYxyanreHue Ha 1 CTyIeHb 110 KPUTEPHIM

SPUTECJIBbHOIO HEPBa

CTCAE (cm. npunoxenue I'1.2)

Audpdysnonnas
CIOCOOHOCTD JIETKHX

110 MOHOOKCHIY
yriepoaa

Menee 70% 0T IOJDKHOI

VYxynuenne Ha 1 cTyneHb 110 KpUTEpHsIM
CTCAE (cm. npunoxenue I'1.2)

Hexkortopsie

HUCCICI0BATCIIN

IpeaiararmT

OTAEIbHO

OILICHHBATH KIAHUYECKUH,

HEBPOJIOTHYECKUN, TeMaTOJIOTHYECKUN, paJUOJIOrMYecKuil oTBeT, a Takxke oTBeT mo VEGF

(Tabnwuma 4).

AnanTupoBaHHble kputepuu orseta npu POEMS cunapome [78].

Kiananuyecknii oTBeT

¢ KIMHHUYCCKOC YJIIYUIICHUC

¢ KIIMHHUYCCKasA NpOorpeCCus

e CMEIIaHHBIA KIIMHUYECKUNA OTBET

® KJIMHHUYCCKAad CTaGI/I.III/IBaI_[I/IH

HeBpoaoruyeckuii 0TBeT
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Koncrarupyercst npu HEBpOJIOTHUECKOM 00CIEIOBAHUH .

I'emaTogornyeckuii OTBET

e [IP — orcyTcBHE KIIOHAIBHBIX IIA3MAaTUYECKUX KJIETOK B KOCTHOM MO3I€ ILIIOC OTCYTCTBUE
napanpoTerHa B CHIBOPOTKE U B MOYE I10 pe3ybTaTaM UMMYHO(DUKCAITUH.

e OxYP - na 90% penykuus mapanpoTeWHa WM TapanpoTEeHH B CHIBOPOTKE H/MIM B MOYe
OTIpEIeNIACTCS. TOJBKO METOJOM HMMMYHO(MUKCAIIMM U OTCYTCTBYET IpH 3JIeKTpodopese.
Koncraramms OxYP Bo3MOXkHA pU UCXOIHOW KOHIIEHTPALlMM MapanpoTenHa doiee 5 1/,

e UP - cHmxeHHE MapanpoTerHa B CHIBOPOTKE W B Moue Ha 50% OT MCXOAHBIX 3HAYEHUH.
Huarnoctuka YP Bo3MoXKHa TpU MCXOJHOM 3HAUYEHUH naparporterna 6onee 10 r/m.

e OrtcyTCcTBHE OTBETa — 3HAUCHUS MapanpoTenHa MEHee, YeM HeoO0XOAUMO JUIsl KOHCTaTalluu
qp.

e [Iporpeccusi- BO300HOBICHHE CEKPELUH MaparnpoTerHa B CHIBOPOTKH W/WIM B MOYE HIIU
noBbIlIeHUE HA 25% u Oonee OT HamOoJee HU3KUX OCTUTHYTHIX 3HaueHUil. [lapanporenn

IIPU ATOM JIOJKEH OBITH OoJiee 5 1/

VEGF otBer

e [IP — nopmainsHnoe conepxanne VEGF ( B miiazme menee 60 nr/mi, B CBIBOPOTKE — MEHEE
771 nr/mn).

e UYP - cumwxenue Ha 50% OT HMCXOOHOTO 3HAauY€HHUs (OIIEHUBAETCA IPU HCXOJTHOM
coJiep>kaHuu B Tuia3me Ooinee 125 nr/mut, B ceiBopoTke — 6osiee 2000 mr/min).

e OrtcyrcTBue oTBeTa — MeHee dem YP.

e [lporpeccus - TMOATBEPXKACHHOE MABAXKILI TMOBBIIIeHWE Oonee 771 nr/mn  (mpu
HOPMAaJIbHBIX paHee 3HAYCHUSX) WM MOBbImeHHe Ha 50% OT MUHUMANbHBIX 3HAYECHUU

II0CJIE TEpAIUy.

Pagunojiornueckuii orBeT

e [IP — orcyTcTBHE HAKOIICHHS JUArHOCTHYECKOTO pasnodapMaieBTHIeCKOro CpeicTBa;
e YP — cHmwxkenne HakomieHus (iayae3okcuriitokossl [ 18F] Gonee yem Ha 50%;

e OrcyTcTBHE OTBETAa - PEAYKIIHs HAKOIUICHHUS (Iyae30Kcuritoko3sl [18F] meHnee yem Ha

50%.
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e [lporpeccusa — noseimienue cymmbl SUF Ha 30% OT MUHMMAaJIbHOTO 3HAYEHUS IOCIE
Tepanuy, npu 3ToM MakcumanbHoe SUF nomkHO ObITh He MeHee 4 WM TOSIBICHUE

HOBBIX O4aroB HAKOIIJICHUA

Kommenrtapuii. [locne okonuanus mepanuu Heob6xo0umo npogecmu noiHoe 0ociedo8anue
nayuenma, 6 mom uucne I13T-KT ne nozace uem uepesz 200 om navana mepanuu. Haxonnenue
OUACHOCINUYECKO20 PAOUOPDAPMAYEBMUUECKO20 CPEOCBA MONCEM COXPAHAMbCS 6 MeYeHUe
OnumenvHo2o epemenu (Oasce nem). Ilpu ynyuweHuu KIuHU4eCKo20 Cmamyca U CHUMCEHUS.

VEGF usmenenus na [19T- KT credyem auws Habrooame.
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Kpurepun oneHkn kadecTBa MeANLMHCKOM nomouu npu MI'TI3

KpnTeplm OIICHKH Ka4YeCTBa MeI[I/IHPIHCKOﬁ nmoMoImu

Kpurepun kavyecTrBa

YpoBenb
AOCTOBEPHOCTH

A0Ka3aTeJabCTB

YpoBeHb
yoeauTeJib
HOCTH
peKOMeH T

anuu

[Tanmenty ¢ MI'TI3 npu nepBUYHOM WM MOBTOPHOM IpUEME,
IpU KOHTPOJBHBIX OOCIENIOBAaHUSAX M TPU MOJO3PEHUH HA
peruauB  3a0O0NeBAaHUS BBITIONHEH OOmMH  (KIMHHYECKUN)
aHaJM3 KPOBHM pA3BEPHYTHIH C OINpPENEICHUEM COJCpKAHUS
reMOTJIOOMHA, DPUTPOLIUTOB, TPOMOOIMTOB, JICHKOIIUTOB,
i QepeHIIMPOBaHHBIM MOJICYETOM JEHUKOLIMTOB
(meiikounTapHas  ¢opMyna) M HUCCIEAOBAHHE  YPOBHS

PETUKYJIOLIMTOB B KPOBHU

[Tarmenty ¢ MI'TI3 npu nepBUYHOM WM MOBTOPHOM IpUEME,
IPU KOHTPOJBHBIX OOCIENIOBAaHUSAX W TPU MOJO3PEHUH HA
peruauB  3a0O0NEBaHUS BBITIONHEH OO  (KIMHHYECKUN)

aHaJIu3 MO4YH

[Tarmenty ¢ MI'TI3 npu nepBUYHOM WM MOBTOPHOM IpUEME,
IpU KOHTPOJBHBIX OOCIEIOBAaHMSAX M TPU MOJO3PEHUH HA
penuauB 3a00JIeBaHMUsS BBINIOJIHEH OWOXMMHUYECKUN aHaIM3
KPOBH C OIIPEIEICHUEM AaKTUBHOCTHU JIAKTaTIETMAPOIrCHA3bl B
KPOBH, MCCIICIOBAHUEM YypPOBHSI MOYEBUHBI B  KpOBH,
HCCIIEA0BAHUEM YPOBHSI KPEaTHMHHHA B KPOBM, HCCIIEIOBAaHUEM

ypoBHS oOmero Oeiaka B KPOBH, HCCIEIOBAaHHEM YPOBHS

anpOyMuHa B KpOBH, OIpeIETICHUEM AKTUBHOCTH
acrapTaTaMHHOTpaHCc(epa3bl B KpPOBH,  ONpEeNCHHEM
aKTUBHOCTH allaHMHAMUHOTpaHchepassl B KpOBH,

OTIpEICICHUeM aKTUBHOCTH IIEJNOYHONM (ocdarazbl B KpPOBH,

HCCIIEZIOBAaHHEM YPOBHS OOIIETO KaJbIMs B KPOBU YPOBHS KaJIHsI
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Kpurepun kavyecTtBa

YpoBenb
AOCTOBEPHOCTH

A0Ka3aTeJabCTB

YpoBeHb
yoeauTeJib
HOCTH
peKOMeH/T

anuu

B KPOBHU

[Tarmenty ¢ MI'TI3 npu nepBUYHOM WM MOBTOPHOM IpUEME,
IPpU KOHTPOJBHBIX OOCIEIOBAaHMSAX M NPU MOJO3PEHUH HA
penuauB  3a00NeBaHMS ~ BBIMOJHEHO  UMMYHOXHMHYECKOE
HCCIIEIOBAaHUE KPOBM M MOYHM, BKJIIOYAIOIIEE OINPEICIICHUE
COOTHOILEHHsI OENKOBBIX (pakuuil MeToaO0M 3JeKTpodopesa,
UCCIICZIOBAaHHE MOHOKJIOHAJIBHOCTH HWMMYHOTJIOOYJIMHOB B
KPOBH  METOAOM  HMMMYHOQUKCAIlMM, ,  HCCIICOBAaHUE
MOHOKJIOHAJILHOCTH HMMMYHOTJIOOYJIMHOB B MOY€ METOJIOM

UMMYHO(]UKCAUU

[Tanmenty npu ycranoBke auarHo3a MITI3 onpenenena CKO)

paccueTHbIM MeTozioM 110 Gopmyie CKD-EPI

[Maumnenty ¢ MI'TI3 BBINOJIHEHO LUTOJIOTUYECKOE HCCIIETOBAHUE

Ma3Ka KOCTHOTO MO3ra (MHEJIOrpaMma).

[MTanmenty ¢ MITI3 BBINOIHEHO MATONOr0-aHATOMUYECKOE
UCClieIoOBaHHE OMONCHIHOrO  (ONMEPAalMOHHOTO) MaTepuania
KOCTHOTO MO3Ta C NPUMEHEHUEM HMMYHOTUCTOXUMUYECKHUX
METOI0B

10.

[Tamenty ¢ MITI3 mpu nepBUYHOM TPUEME  BBHINOJIHEHA
HU3KO/I030Basi KOMITBIOTEpHAsi ToMorpadus BceX KOCTei
CKeJleTa WM  IO3UTPOHHO-DMHCCHOHHAsl  KOMIIBIOTEpHas]
ToMOTrpaust  KOCTEH, COBMELICHHYI0 C  KOMIIBIOTEPHOM

Tomorpadueii Bcero Tena

11.

[TanenTy, 3aBepLIMBIIEMY 3alUIAHUPOBAHHOE JICUEHHUE I10
nooay MI'TI3 BeimonHeHa oneHKa A deKTa JeueHHs! COrIacHO

MEXKIYHAPOAHBIM KPUTEPUSM.
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Kputepun oneHkH kayecTBa MeIUIUHCKOH momomu npu AL-A

Kpurtepun xauecrBa

YpoBeHnb
AOCTOBEPHO
CTH
A0Ka3aTelb
CTB

YpoBeHb
yboeauTeabHO
CTH
pexoMeHaaIl
uii

[lauenty ¢ mnomo3penueM Ha AL-A win BbisiBIeHHBIM AL-A  1py
MEPBUYHOM HJIM ITOBTOPHOM IpHEME, NPH KOHTPOJBHBIX 00CIIEOBAHUSAX U
OpU  TOJO3PEHUMH Ha peuuauB  3a00JIeBaHUS  BBINOJHEH  OOIIUH
(KIIMHUYECKUI) aHAJIM3 KPOBH Pa3BEPHYTHIM C ONMpEEIEHUEM COIEPKaAHUS
reMOIrJIO0OMHa, SPUTPOLUTOB, TPOMOOIIUTOB, JICHKOIIUTOB,
midQepeHIMPOBaHHBIM ~ MOACYETOM  JICHKOUMTOB  (JeiiKkouuTapHasy
¢dbopmyra) 1 uccieJ0BaHUE YPOBHS PETHKYJIOIUTOB B KPOBU

[lauenty ¢ mnomo3penueM Ha AL-A win BbisiBIeHHBIM AL-A  1py
MEPBUYHOM HJIM ITOBTOPHOM IpHEME, NIPH KOHTPOJBHBIX 00CIIEJOBAHUSAX U
OpU  TOJO3PEHMH Ha peuuauB  3a00JIeBaHUS  BBINOJHEH  OOIIUH
(KITMHUYECKUI) aHATN3 MOYH

[lanmenty ¢ mnomo3penueM Ha AL-A win BbisiBIeHHBIM AL-A  1py
MEPBUYHOM HJIM ITOBTOPHOM IpHEME, NPH KOHTPOJIBHBIX 00CIIEOBAHUSAX U
NpU TOJO3PEHUU Ha pPEUUAMB 3a00JIeBaHUS BBINOJHEH OMOXUMHUYECKUH
aHaJN3 KPOBH C ONpEeNCHUEMaKTUBHOCTH JIAKTATACTUAPOTreHa3bl B KPOBH
MCCIICZIOBAaHHUEM YpPOBHS MOYEBMHBI B KPOBH, MCCIIEJOBAHUEM YPOBHS
KpeaTHHUHA B KpPOBH, HCCIIEOBAaHHUEM YpPOBHS 00Iero Oeika B KpOBH,
MCCIICZIOBAaHUM YPOBHS albOyMUHAa B KPOBH , OIpEACICHHEM aKTUBHOCTH
acrapTaTaMHHOTpaHC(epa3bl B  KpPOBH, ONpEACICHUEM aKTUBHOCTH
allaHMHAMUHOTpaHc(epa3sl B KPOBH,  ONpEACICHHEM  aKTHBHOCTH
meno4Hoi (ocdartasbl B KPOBH, HCCIECIOBAHUEM YPOBHS OOIIETO KabIlus]
B KPOBH,

[lanuenty ¢ mnomo3penueM Ha AL-A win BbisiBIeHHBIM AL-A  1py
MEPBUYHOM HJIM ITOBTOPHOM IpHEME, NTPH KOHTPOJBHBIX 00CIIEOBAHUSAX U
NpyU TOJO3PEHUM Ha PEUUAMB 3a00J€BaHUS BBIIOJHEHO  OINpPENEICHUE
COOTHOIIEHHsI  OenKoBBIX  (pakuuii  MeromoM  3neKTpodopesa,
MCCIICIOBAaHNE MOHOKJIOHAIBHOCTH MMMYHOTJIOOYJIMHOB B KPOBU METOIOM|

MMMYHO(HKCALlUU, ONpeNeeHue CoJIepKaHhe CBOOOJHOM JIETKOH 1emny
Karma W J1AMOja B KpOBH, MHCCIIEJOBAHUE MOHOKIOHAIBHOCTH
MMMYHOTJIOOYJIMHOB B MOYE METOAOM HMMMYHO(UKCAIMH, HCCIEIOBAHUE
YPOBHSI IMMYHOTJIOOYJTMHOB B KPOBH C KOJIMUECTBEHHBIM OIpE/ICICHUEM|
MOHOKJIOHAJIFHOTO M TOJIMKJIOHAIBHBIX UMMYHOTJI00YIHMHOB.Onpeienenue
cogepxanust CJIL] uMMyHOTII00YJIMHOB CBHIBOPOTKU JTOJKHO BBIMTOJHATHCS
(MeToroM HedeoMeTpHH WK TYpOOIUMETPUHL)

[Taunenty ¢ nono3penueM Ha AL-A wid BeIsiBICHHBIM AL-A BBINOTHEHO
MATOJIOTO-aHATOMHYECKOE HCCIIEIOBAHUE OUOIICUWHOTO (OMEeparuoOHHOIO)
Marepuaiga KOXH C NPUMEHEHHEM HMMYHOTHCTOXMMHYECKUX METO/OB,
MATOJIOTO-aHATOMHYECKOE HCCIIEIOBAHUE OMOMCUUHOTO (OMEeparuoHHOIO)
Marepuaiga KOCTHOTO MO3Ta, MaTOJIOr0-aHATOMUYECKOE UCCIEeI0BAHNE
OuorncuitHOro (OmepanroOHHOI0) MaTepualia TKAaHEW CIIOHHOHM Kele3bl
(manoit), MATOJIOTO-aHATOMHYECKOE  HCCJIEIOBAaHUE  OUOICHIHOTO)
(onmepannoHHOro) MaTepuana 12-nepcTHON Win NpSIMON KULIKU
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YpoBeHnb | YpoBeHb
JA0CTOBEPHO|yOeAUTEJIbHO
Ne Kputepuu kauecTna cTH CTH
JA0Ka3aTesb| peKOMeH/1aL
CTB Ui
[TanmenTy npu yctaHoBKe nuarfoza AL-A npu nepBUYHOM UM IOBTOPHOM|
npueMe W TpU TOJO3PEHHHM Ha pEeUuAuB 3a00JIeBaHUS BBIOJHEHB]
6 |uccnenoBanus ypoBHsI N-TepMUHAIBHOTO (pparMeHTa HaTPUHYPETHUECKOTO C 5
npornentuaa mos3roporo (NT-proBNP) B kpoBum uccienoBaHue ypOBHS
TponioHUHOB I, T B kpoBH
[lauenty ¢ mnomo3penuem Ha AL-A win BbisiBIeHHBIM AL-A  1py
7. [EPBUYHOM IIPUEME BBINOJHEHO LHUTOJIOTMYECKOE MCCIEAOBAHUE Mas3Ka C 4
KOCTHOT'O MO3ra (MHEJIOorpamMma)
[lauenty ¢ mnomo3penueM Ha AL-A win BbisiBIeHHBIM AL-A  1py
[IEPBUYHOM IIPUEME BBIIIOJHEHO MATOJIOr0-aHATOMUYECKOE HCCIIET0BAHUE
OuorncuiiHOro  (ONMEpalMOHHOr0) MaTepualia KOCTHOTO MO3ra, IpH
8. |HeoGXOMMMOCTH IATONOr0-aHATOMIYECKOE HCCIEI0BAHHE GUONCHHHOIO C 5
(omepanOHHOTO)  MaTepHajlia KOCTHONO  MoO3ra C  IPUMEHEHUEM
MMMYHOTHCTOXUMHUYECKUX METOIOB Ui MOATBEPXKIACHUS U (HOPMYINPOBAHHUS
TUar’Ho3a
[TanuenTy ¢ BbIABIEHHBIM AL-A npu nepBUYHOM WM MOBTOPHOM IPUEME
9. |BbIONHEHa HM3KOLO30Bas KOMIIBIOTEPHAss ToMorpagusi BceX KOCTeH C 5
CKeJeTa
10. [ManuenTy c BbIABIEHHBIM AL-A Ha4aTo NPOBEJCHUE CHELUPHUECKOM C 5
[IPOTUBOOITYXO0JIEBOW TEpANINU
[lanuenTy, 3aBeplIMBLIEMY 3alIAHUPOBAHHOE JiedeHHE 10 noBogy AL-A,
1. |gpmonnena  onenka dpdeKxTa JeYEHHUS COTIACHO MEXIYHAPOIHBIM C 5
KPUTEPUSM.
Kpurepun onenkn kadecTsa MmeAuunHckoi nomomu npu POEMS cunapome
YpoBeHb | YpoBeHb
J0CTOBEPHO|yOeIUTEJIbHO
Ne Kpurepun kavyecTrBa CTH CTH
JA0Ka3aTe/b| peKOMeH/1aL
CTB Ui
[Tauenty ¢ POEMS cunapomMoM Ipu NEpBHYHOM, INPU KOHTPOJIBHBIX
1 |oOcnenoBaHMAX W MPU MOJO3PEHUU HA PELUAMB 3a00JIEBAaHUS BBIOJIHEHO C 4
onpeaenenue cogepxanus VEGF
[Tauenty ¢ POEMS cunapomMoM  mpu NIEpPBUYHOM IIpUEME, IIpH|
2 |KOHTPOJIbHBIX 00CIIETOBAHMSX H MPH MOIO3PEHUH Ha PELUANUB 3a00JIeBaHUs C 4

BLIIIOJIHCHA HH3KOJA030Basd KOMIILIOTCPHAA TOMOFpa(bI/DI BCCTO CKCJICTA UJIN
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YpoBeHnb | YpoBeHb
JA0CTOBEPHO|y0OeIUTEJIbHO
Ne Kpurepun kavyecTtBa CTH CTH
JA0Ka3aTesb| peKOMeH/1aL
CTB Ui
MO3UTPOHHO-IMHCCUOHHAS! KOMITBIOTEpHAsi TOMOrpagusi.
[Tanuenty ¢ POEMS cunapomMoM Ipu NEpBUYHOM UJIM TIOBTOPHOM IIPHEME,
pU KOHTPOJIBHBIX OOCIENOBaHMAX W TPH MOJO3PEHUH HA PEIUIUB
3a00JIeBaHNsl  BBINOJIHEHO BBINOJIHEHO ONpEEIIEHNE COOTHOILIEHUS]
OenKoBBIX  (pakiuMii  METOAOM  3IeKTpodope3a,  UCCIEAOBaHHUE
3 |MOHOKJIOHAJIBHOCTHU MMMYHOIJIOOYJIMHOB B KpOBU METOA0M C 5
MMMYHO(HKCAINH, HCCIIEIOBaHUE MOHOKJIOHAJIbHOCTH
MMMYHOTJIOOYJIMHOB B MOYE METOAOM HMMMYHO(UKCAIMH, MCCIEIOBAHUE
YPOBHSI IMMYHOTJIOOYJTMHOB B KPOBH C KOJIMUECTBEHHBIM OIpE/ICICHUEM|
MOHOKJIOHAJILHOTO U TOJIMKJIOHATBHBIX IMMYHOTJIOOYJTHHOB.
A [Tauenty ¢ POEMS  cuHAPOMOM  BBIIOJHEHO  LMTOJIOIMUYECKOE c 5
" |uccrenoBaHme Ma3Ka KOCTHOTO MO3Ta (Muenorpamma)
[Taunenty ¢ POEMS cuHAPOMOM BBINOTHEHO MATOJIOTO-aHATOMHYECKOE
ycclieIoBaHle OMONICHITHOTO (OTEepallOHHOT0) MaTepraia KOCTHOTO MO3Ta,
5 pu HE00X0IMMOCTH [1aTOJIOT0-aHATOMHUYECKOE HCCIIEIOBaHKE c s
OouoncuiiHOro  (ONMEpallMOHHOT0)  MaTepuana KOCTHOTO  MO3ra ¢
[IPUMEHEHUEM HMMYHOTMCTOXUMHUYECKUX METOJOB s MOATBEPXKICHHS U
(hopMyITMpOBaHUs IUArHO3a
[lanueHTy, 3aBepLIMBIIEMY 3alllIAaHUPOBaHHOE JiedueHue 1o nosony POEMS
6. |cunapoma BBIMIOJIHEHA  OlEeHKa d3(ddexkra JeyeHHs  COTrIacHO C 5

MEKyHAPOAHBIM KPUTECPUSM.
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Hpuiaoxenue Al. CocraB padoueil rpynnsl o paspadorke u nepecMoTpy

KINHUYCCKHUX peKOMeHHaHI/Iﬁ

PexTuna Upuna I'epmaHoOBHA — 1.M.H., 3aB. OTACIICHUEM I€MATOJOTMU U XUMUOTEPAITUU
m1a3MoKIIeTouHbIX auckpasui @PI'bY «HMULI remaromorun» Munsapasa Poccun,
BEIyLIUI HAYYHBIM COTPYIHUK OTEIa XMMUOTEPAIIUU [TapalipOTEMHEMUYECKUX
reMo0JacTo30B, WieH ACCOLMAINH COJICHCTBUS PAa3BUTHUIO T€MATOJIOTHH, TPAHC(Y3HOIOTUU
U TPaHCIIAHTAI[MH KOCTHOTO Mo3ra "HannoHaabHOe reMaToIornueckoe 001IecTBO»
Menpaeneea Jlapuca IlaBioBHa — 1.M.H., podeccop, pyKOBOIUTENb YIIPABICHUS MO
Hay4YHOH 1 00pa30oBaTesIbHOM padoTe, 3aBeIyomas OTACIOM XUMUOTEPAITUU
napamnpoTrenHeMuueckux remoomactozoB ®I'bY «HMMUL] remaronoruny Munsapasa PO,
ynieH HabmonarenpHOro coBeta Accouualiy CoAeHCTBUS Pa3BUTHIO T€MaTOJIOTHH,
TpaHCc(y3UOJIOTHH U TPAHCIUIAHTAIIMHM KOCTHOTO Mo3ra "HalmoHanbHOe reMaToIorni4eckoe
o01ecTBoY», wieH Poccuiickoro npogeccnoHanbHOT0 001eCTBa OHKOT'€MaTOJIOTOB.
CoanoBbeB Makcum BaepbeBHY — K.M.H., 3aBE1yIOLINI OTAEIEHUEM IeMaTOJIOTUH U
XMMHUOTEpAINUHU MapanpoTenHEMUYECKIX TeM00IacT030B ¢ 0JI0KOM TpaHCIUIAHTAIIMH
KOCTHOI'O MO3Tra ¥ T€MOIIOATUYECKUX CTBOJIOBBIX KJIIETOK, CTAPIINI HAYYHBIM COTPYIHUK
oTella XMMUOTEPAIIuy MapanporenHeMudeckux remoonacto3oB ®I'bY « HMUILL
remaToJsiorum» Mun3zapasa PO, unen Accouuanuu coaeicTBys pa3BUTHIO T€MaTOJIOTHH,
TpaHCc(y3UOJIOTHH U TPAHCIUIAHTAIIMM KOCTHOTO Mo3ra "HalmoHanbHOe reMaToIorn4eckoe
obmecTBo".

ITapoBnunukoBa Ejnena HukonaeBHa — 1.M.H., reHepanbHblil qnupexkrop PI'bY « HMUIL]
remaronorum» Munsapasa PO, unen HaGnrogarensHOro coBeTa AcCoualiy CoAeHCTBUS
Pa3BUTHIO T€MATOJIOTUH, TPAHC(HY3UOIOTHH U TPAHCIUIAHTAIIMM KOCTHOTO MO3Ta
"HarroHansHOE TeMaTOJI0rMYeCcKoe 00IIECTBO.

Ionnyonas Upuna BaragumupoBHa — a.M.H., npodeccop, akagemuk PAH, IIpopexTop mo
neuebHo paboTe U MEeXAYHAPOTHOMY COTPYIHHUECTBY, 3aBeAyIomas Kadeapoil OHKOIOTUN
W NaJTHATHBHOM MeauiuHbl nMeHH akagemuka A .M. Casumkoro ®I'bOY JII10 «PMAIIO»
Munzapasa P®, npencenarens Poccuiickoro npodeccuoHaabHOro 001ecTBa
OHKOI'€MaTOJIOTOB.

Jpankuna Oxcana MuxaiijioBHa — 1.M.H., npodeccop, wieH-kopp. PAH, ['enepanbHbIit
mupextop PI'BY «HMUIL] Tepanuu u npopunakTnieckoit MeauiuHb Munsapasa PO,

npe3uneHt Poccuiickoro odmiecTBa NpoQpUIaKTUKH HEMH(PEKITMOHHBIX 3a00J1€BaHMA, BUIIC-
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10.

11.

npe3uaeHT Poccuiickoro HaygyHOro o0IIecTBa TEPANeBTOB, WICH MPEe3UInyMa
HanmonansHoro o0riecTBa aTepocKieposa, uieH mpasieHuss MOCKOBCKOTO rOPOJCKOTO
HAYYHOT'O O0IIECTBa KapAUOJIOTOB, WIEH MpaBiieHus] POCCHIICKOTO KapAHOIOTHYeCcKOro
o01ecTBa, wieH npasieHus OO0IIecTBa CreUualIucTOB MO CepACYHON HETOCTaTOYHOCTH,
unieH EBpomneiickoro oGiecTBa 1o runepTonuy, wieH EBpomneiickoro obmiectsa
KapAnoJoroB, wieH EBponeiickoro obmiecTsa aTepockieposa, uieH EBponeiickoit
acCOLMAlLMU 110 U3YUYEHHUIO NTEYEHHU.

KoBpurnna Ajia MuxaiijioBHa — 11.0.H., 3aB. TaTOJIOTOAHATOMUYECKUM OTJICJICHHEM
OI'bY «<HMMUILI rematonorun» M3 P®, npodeccop kadenpbl maToJoruuecKoil aHaTOMUH
OI'AOY BO IlepBoiit MI'MY umenn .M. CeuenoBa Munszapasa Poccun (CeueHOBCKHIA
YHuBeEpcHTeT), WieH npe3uanyMa Poccuiickoro o01ecTBa maroioroaHaToOMOB, 4IeH
npasiieHus Poccuiickoro o01ecTBa OHKOIreMaToI0roB, YWieH ACCOUAUU COAEHCTBUS
Pa3BUTHIO FEMATOJIOTUH, TPAHC(HY3UOIOTUH U TPAHCIUTAHTAIIMM KOCTHOTO MO3Ta
"HaroHanbsHOE TeMaToJI0rHYecKoe 00IecTBo" .

IInporosa Oabra BiaaaucaaBoBHa — K.M.H., CTapIIMi Hay4HbIM cOTpyAHUK KinnHukn HUN
JOT'uT um. P.M. I'opbGaueBoii, accucTeHT Kadeapbl reMaToI0THH, TPaHC(HY3HOIOTHH,
TPAHCIUIAHTOJIOTHHU € KypcoM jieTckoi onkonorun ®I10 umenu npodeccopa b.B.
AdanacneBa [ICIIGI'MY um. akan. W.I1. [1aBnoBa, uien EBpomnelickoro obmiecta no
TpaHCIUIAaHTAIMK KJIETOK KPOBHM U KOCTHOI'O MO3ra.

Ko3nosckas Jluausa BaagumMupoBHa — 1.M.H., ipodeccop Kadeapsl peBMaTOIOTHH,
BHYTPEHHUX U NpodeccuoHanbHbix 6onesneit [lepporo MI'MY um. .M. Ceuenona, uiieH
Accouuanmu HepoJIoroB, WieH HayuyHoro oOmiecTBa Hedposoros Poccun.

3axaposa Ejiena BuktopoBHa — K.M.H., 3aB. He(pponoruueckum otaenenuem I'bY3 I'Kb
uM. botkuna, nonent kadenapsr Hepponorun G110 MI'MCY, npencenarens Poccuiickoro
JMAJTM3HOTO O0IIECTBa, WieH HayuyHoro oOmiecTBa Hedposoros Poccuu, unen Acconuanuu
Hedposioros, wieH CTOMMYHON accolMaui He(hpoIoroB, WieH MexayHapoIHOro o0IIecTBa
uHedpomnoros (ISN), unen EBponetickoit moueunoit accormanuu (ERA), uieH aMepruKkaHCKOTO
obmectBo Hedpoaoros (ASN).

MscuukoB Poman IlerpoBuY - K.M.H., BEyIIWI HAYYHBIM COTPYIHUK OTAENA
kiuHnYeckort kapauonoruu OI'BY «HMUL] Tepanuu u npodunakTuyecKon MeTUIITHBD
Munsapasa Poccun, unen Poccuiickoro kapanonoruaeckoro oouiectsa, wieH Poccuiickoro
HAYYHOT'O O0IIIECTBa TEPaneBTOB, WieH OO0IecTBa CEUAINCTOB 110 CEPIICHHOM

HEI0CTaTOYHOCTH, WwieH Poccuiickoro obmiectBa npoduiaakTUKH HEMHPEKIIMOHHBIX
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3aboseBaHuil , wieH HanmoHnanbHOTo 00111eCTBa aTepOCKIIepo3a, WieH padoyel rpymibl 1o

3aboJeBaHMsAM MHOKapa 1 nepukapaa EBponeiickoro odmecTBa KapAnoaoros .

KondankTt unTepecoB 0TCYTCTBYET.
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Ipuioxenue A2. MeToa0s10rust paspadoTKki KIMHAYECKUX PEKOMEH Al

IleneBasi aynuTopysi JAHHBIX KIMHHYECKHUX PEKOMEHIAMIi:
1. Bpauun-remarosiory.
2. Bpauun-oHkomoru.

3. Bpauu-nedpomnormu.

Metoaosnorusi coopa 10Ka3aTeabCTB

MeTob1, NCTIOIB30BAHHBIE JJIs1 COOpa/CeNEeKINH JOKAa3aTeIbCTB:

[Touck myOuuKanuii B CHENMATM3UPOBAHHBIX MEPUOANYECKUX MEYATHBIX M3/IaHUSAX C WMIAKT-
dakropom >0,3;

ITouck B 2JIEKTPOHHBIX 0a3aX JaAHHBIX

ba3bl naHHBIX, UCTIONB30BAHHBIX Ul COOpaA/CENEeKINH T0KA3aTEeIbCTB!

JlokazarenbHOM  0a30il 11  peKOMEHJAIMi  SBISAIOTCS  IyOJIMKalMy, BOUICAIINE B
KoxpeitHoBckyto Oubmmoreky, 6a3sl manHsix PUBMED u MEDLINE. I'myGuna mnowucka
cocraBuina 10 ner.

MeTobl, NCIIOJIB30BAaHHBIE [l aHAIM3a 10Ka3aTEIbCTB!

. 0030pbI OMMyOJUKOBAaHHBIX METa-aHAJIHN30B;

. cHUCTeMaTHYECKHe 0030pbI C TAOIUIIAMHU J1I0KA3aTENILCTB.

MeTo/1b1, NCIIOJIB30BAaHHBIE ISl KAYE€CTBA U CHJIbI JOKA3aTENbCTB:

. KOHCEHCYC JKCIIEPTOB;

. OLICHKA 3HAaYUMOCTH JIOKA3aTEIbCTB B COOTBETCTBUM C PEUTHHIOBOM CXEMOM
noKaszarenbeTB (Tabm. A2.1.— A2.3)).

B HacTosIMX KJIMHUYECKUX PEKOMEHJALMSAX MPUBEAEHBl YPOBHU  JI0KA3aTEIbHOCTHU
pEKOMEHAaLUN B COOTBETCTBMM C IPOEKTOM METOJWYECKUX PEKOMEHJAIUI 110 OLEHKE
JOCTOBEPHOCTH JIOKa3aTebCcTB U yoeaurensHoctu pekomennanuii ®I'bY «llenTtp skcnepTussl u
KOHTpOJI KaueCcTBa MEAULMHCKOM nTomoin» Munsnpasa Poccun.

B cooTBeTcTBHE C JaHHBIM MPOEKTOM PEKOMEHJIAIMHA OTAEIbHBIM OOIEHPUHATHIM METOAMKAM
JUarHOCTUKM Ha OCHOBAaHUM KOHCEHCyca JKCIepToB npuiaH ypoeHb GPP (cnmokupmasics
KJIMHUYECKas PAKTHKA).

Tabmmna A2.1 Ilkana oneHKH ypoBHEW JOCTOBEpHOCTH JokazarenbeTs (Y1) mis metonos

JIMAarHOCTUKH (AUAarHOCTUYECKUX BMEIIATEIIHCTB)

YA Pacumn¢pposka
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YA Pacunpposka

1 Cuctemarudeckrue 0030pbl UCCIEOBAHUI C KOHTpPOJIEM pedepeHCHBIM METOAOM HIIU
CHUCTEMaTHYeCKHU 0030p paHAOMH3UPOBAHHBIX KJIMHUYECKUX HCCIECIOBAaHUHN C
IIPUMEHEHHUEM METa-aHaIn3a

2 OTnenbHbIE HCCIENOBAHUS C KOHTPOJEM peQepeHCHBIM METOJOM WU OTACIbHBIC
PaHIOMU3UPOBAHHBIE KJIMHUYECKHUE HCCIEOBAaHUS U CHCTEMAaTHYeCKHe 0030pHbI
UCCIIeIOBaHMM J1I000T0 JM3aifHa, 3a UCKIIOYEHUEM PaHJOMU3UPOBAHHBIX KIMHUYECKHX
HCCIIEA0BaHUN C IPUMEHEHUEM METa-aHaJIn3a

3 HccnenoBanust 0e3 MOCIENIOBATEIBHOTO KOHTPOJS pPEPEPeHCHBIM METOAO0M WU
UCCIIEIOBAaHUsI C pedepeHCHBIM METOA0M, HE SBISIOMIMMCS HE3aBUCHMBIM  OT
HCCIEAYEMOr0 METOJA, WIA HEPAHIOMU3UPOBAHHBIC CPABHUTEIIbHBIC MCCIICOBAaHUsA, B
TOM 4HCJIE KOTOPTHBIE UCCIIEIOBAHNS

4 HecpaBHurenbHbIe UCCIIEN0BAHMS, ONMCAHUE KIMHUYECKOTO Cllydast

5 Nmeetcs nuib 000CHOBaHHE MEXaHU3Ma JICHCTBHS WIM MHEHHE KCIIEPTOB

Tabmmna A2.2 Illkana oneHKH YpOBHEW JOCTOBEpHOCTH JokazarenbeTB (Y1) mis meronos

npoUIAKTUKY, JICUSHUS ¥ peadunutanuu (IpoQuiIakTHIECKUX, Je4eOHBIX, peaOMInTaIlHOHHBIX

BMEIIATENIbCTB)

YA

Pacuugposka

1

Cuctemaruueckuii  0030p  paHIOMM3HPOBAHHBIX KIMHUYECKHX  HCCIEAOBAHUN C

IMPUMCHCHUCM MCTa-aHAJIN3a

2 OtnenbHbIE PaHIOMU3UPOBAHHBIE KIMHUYECKUE HCCIEIOBAHUS M CUCTEMaTUYECKHE
0030pBl  UCCIIEIOBAaHHWM JIOOOT0 JW3aifHa, 3a HCKIIOYEHUEM DPaHIOMH3UPOBAHHBIX
KIIMHUYECKUX UCCIEN0BAHUN C MPUMEHEHUEM META-aHAIN3a

3 HepannoMusznpoBaHHbIE CPAaBHUTENBHBIE HCCIEIOBAHUSA, B TOM YHUCJIE KOTOPTHBIE
HCCIICIOBAHUS

4 HecpaBHurenbHble uccne0BaHus, ONMUCAHUE KIMHUYECKOTO Clly4yas WIM CEpUU CIIy4acs,
HCCIIEIOBAHUS CIIy4al—KOHTPOJIb

5 Nmeercst umb 0OOCHOBaHHME MEXaHHM3Ma JICHCTBHS BMEHIATEIBCTBA (JOKIMHHYCCKUE

I/ICCHCILOBaHI/IH) HJIM MHCHUC S5KCIICPTOB
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Tao6auna A2.3 Illkana oneHku ypoBHeW yOeautenbHOCTH pekomeHnanuii (YYP) ans meronos
npodWIaKTUKK,  JUArHOCTHKH,  JIeYeHHs Hu  peadbuinurtauuu  (IpOoQHIAKTHYECKUX,

JUArHOCTUYCCKUX, JIC‘-IG6HI>IX, pea6I/IJII/ITaL[I/IOHHI>IX BMeHlaTCJ'HJCTB)

YYP Pacungposka

A CunbHas pexkoMmeHJalus (Bce paccMaTpuBaeMmble Kputepun 3¢ddexTuBHOCTH
(ucxopl) SABISIOTCS BaXKHBIMH, BCE MCCIEIOBAHUS HMMEIOT BBICOKOE WIIH
YIIOBJIETBOPUTEIBHOE  METOAOJOIMYECKOe  KauecTBO, WX  BBIBOABI IO

HHTCPCCYIOIUM UCXOAaM SIBJIAIOTCA COFJIaCOBaHHI:IMI/I)

B VYcnoBHas pekoMeHpanus (He BCe pacCMaTpHBaeMble KPUTEPHH IPPEKTHBHOCTH
(McxXonpl) SIBISIFOTCS BaXHBIMHU, HE BCE MCCIEIOBAHHUS HMMEIOT BBICOKOE WIIHU
YIIOBJIETBOPUTEIHHOE METOJIOJIOTHUECKOE KayecTBO W/MIM WX BBIBOJBI IO

HHTCPCCYIOUM UCXOAaM HEC SIBJIAIOTCA COT HaCOBaHHBIMI/I)

C Cnabas pekoMeHaanus (OTCYTCTBUE JOKA3aTEIbCTB HAJIEKAIETO KauecTBa (Bce
paccmarpuBaeMbie KpUTEpUH dPPEKTUBHOCTH (MCXOJbI) SBISIOTCS HEBAKHBIMH,
BCE UCCIIEOBAHUSI UMEIOT HU3KOE METOJI0JIOTUYECKOE KauyeCTBO M MX BBIBOJBI 10O

HHTCPCCYIOIUM UCXOAaM HEC SBJIAIOTCS COT HaCOBaHHBIMI/I)

MeToa0J10rusi BAJIUAM3alUU PeKOMEeH AUl
Merto1bl BalUIU3alUH PEKOMEH IAlNi:
. BHEILIHSAS DKCIIEPTHAS OLICHKA;
. BHYTPEHHSS DKCIIEPTHAs OLICHKA.
Onucanue MeTOAMKH BAJTHIU3AIUHM PeKOMEHIAIHil

Pexomenpgamu oOCyXJeHbl M OXOOpPEHbl BEAYHIMMHU CIEUUAIUCTAMUA MPOPUIBHBIX
@enepanbHbIX LEeHTpOB Poccum W mpakTudecKMMH  BpadaMu. [IpoekT KIMHUYECKHX
pexoMeHaanui OblT paCCMOTPEH Ha COBELIaHUsAX paboueit rpynmsl B 2024 T.

IHopsiaok 00HOB/IEHUS KINHUYECKHX PEKOMEHIaluii

AKTyanuszanusi NpOBOJUTCS HE peXe YEM OAMH Pa3 B TPHU Ioja WM paHee C y4eTOM
MOSIBUBIIEHCS HOBOW MH(pOPMALIUU O TUArHOCTUKE M TAKTHUKE BEJCHUS MAIIEHTOB, CTPAIAIOIIUX
MITI3. Pemenne 06 oOHoBIeHMM TpuHHUMaeT MuH3apaB Poccum Ha OCHOBE NpeIOKEHHH,
NPEJCTABICHHBIX MEIUIIMHCKUMHU MpPO(pECCHOHATFHBIMU HEKOMMEPUYECKUMHU OpTraHU3aLUsSIMHU.
CdhopmupoBaHHbIe TPEATIOKEHHUS JOJDKHBI YUYHUTHIBATh PE3yJbTaThl KOMILJICKCHOM OLIEHKU
JIEKAPCTBEHHBIX IIPENApaTOB, MEIULMHCKUX MW3ICIHHA, a TaKKe pe3yJbTaTbl KIMHUYECKOU

anpoOaIuu.
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Hpn.ﬂome}me A3. CnpaBquMe MaTepuaJibl, BKJIKO4Yasgd COOTBETCTBHUC
NMoKa3aHui K NPHMCHCHHIO " leOTI/IBOHOKal}aHI/Iﬁ, croco0oB NPUMCHCHHUSA U
03 JIEKAPCTBCHHLIX NIPpenapaToB, HHCTPYKIMHA MO IPUMEHCHHUTO

JIEKAPCTBCHHOI'0 IMpenaparTa

IIpuiaoxenne A3.1 CxeMbl JieyeHHus NepBUYHBIX namueuTos ¢ MI'TI3

Cxembl JieueHns nepBUYHBIX NauueHTOB ¢ MI'TI3 ¢ mi1a3sMoK/IeTOYHBIM KJIOHOM [78,82]

VCd- lite [82]
o #bopresomuc** 1,3 mr/m? 1, 8, 15 auu
o #lluxnodochamua** 300 Mr/m? BHyTph Min B/B 1, 8, 15 auu
o #Jlekcamerazon** 40 mr BHyTpb win B/B 1, 8, 15 nuu
Jledenue Bo300HOBIsIETCS HA 29 1eHb  (6-8 IUKIIOB)
VCD [82]
o #bopresomu6** 1,3 mr/m?> w/k , nuu 1, 4, 8, 11-it qau
o #lluxnodochamua** 500 Mr/m? , B/B KanensHo, 1au 1, 8 nHU
o #Jlekcamerazon™** 40 mr B/B wiau BHyTpb B 1-M Kypce — B 1- 4-if u B 9-12 num, B
OCTaJIbHBIX Kypcax TOJIbKO B 1-4 nHU
Wnu 40 mr B/B unu BHyTpb B 1.8,15 nHu.
Jleuenue B0300HOBIsIETCST HA 2211 1eHb. (6-8 IIUKIIOB)
@

VMP [78, 82]

e 1-4-ii kypcsl:
o #bopresomu6** 1,3 Mmr/m? /k , nuu 1, 4, 8, 11, 22, 25, 29 u 32-ii [HM Ka)kI0ro Kypca
o #Mendanan** 9 mr/m 2 BHYTpb, qHU 1—4-ii
o #IIpennuszonon** 60 Mr/ M 2 BHYTPb, qHU 1—4-ii
IlepepriB Mexay Kypcamu — 10 nHeq.
e 5-9-ii kypchI:
o #bopresomu6** 1,3 Mr/m? /K wim B/B, quu 1, 8, 22 1 29-i IHU Kaxm0ro Kypca
o #Mendanan** 9 mr/m 2 BHYTpb, qHU 1—4-ii
o #IIpennuszonon** 60 mr/ M 2 BHYTpb, qHU 1—4-ii
[TepepsiB Mex 1y Kypcamu 14 nHeil. Jledenue BKIO4aeT 9 IUKIOB TEPAMHH. .

Dara-VMP [82]
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o  #Jlaparymyma6** 16 mr/kr B/B unu 1800 m/k -1 pa3 B Henemnto B 1—6-10 Henenu (Bcero 6
7103)
-1 pa3 B 3 Hegenu B 7-54-10 Henenu (Bcero 16 103)
-1 pa3 B 4 Hegenu ¢ 55-i HeaeAM 10 TPOrPECCUU
o #boprezomub** 1,3 mMr/m? m/k
-2 pa3a B Hezlento Ha 1, 2, 4 u 5-11 HeJlensIX NepBoro LECTUHEAENBHOTO IUKIa (UK 1, 8 103)
-nanee 1 pa3 B "Hememo Ha 1, 2, 4 u 5-i1 Hexensx cienyroume § MECTUHEAEIbHBIX IUKIOB
(tukitel 2-9, 4 10361 HA ITUKIT)
o #Mendanan** 9 mr/mM? u npeaHU30JI0H** 60 Mr/M? BHYTph B JHU 1-4-if 9 mIeCTHHEIENBHBIX
UUKIOB (LUKJIIBI 1-9)
Dara-Rd [82]
o #JHlaparymyma6** 16 mr/kr B/B unu 1800 mr n/k 1 pa3 B Henemnto B 1-8-10 Hepenu (Bcero 8
n03), -1 pa3 B 2 Henenu B 9-24-10 Hepenu (Bcero 8 103), 1 pa3 B 4 Henenu ¢ 25-i1 Hepenu.
o #Jlenamunomun** mo 25 Mr BHyTph B 1HU 1-21-if moBTOpsIOMKXCS 4-HEACTbHBIX IUKIOB
o #Jlekcamerazon™* mo 20-40 mr 1 pa3 B Henemro
OO01mas AMUTENBHOCTh Tepanuu 1 Toz.

Rd [82]

o #Jlenamumomun** 5-25 mr BHYTpb, 10U 1-21-i
o #Jlekcamerazon™* 20-40 mr BHYTpb, AHH 1, 8, 15, 21 nau

Jleuenue Bo300HOBIIICTCS Ha 29-1 eHb. (12 1UKIIOB).

Cxembl jedyenuss MI'TI3 ¢ iumdomiasMouuTapHbIM KJIOHOM [78, 81]

RitVd [78, 81]

#Purykcuma6** 375 mr/m? B/B 11-if nensb

@)

o wm #Putykcuma®c** 375 mr/m? B/B 1 umki, nanee purykcumad 1400 mr n/k 11-i gens

o
o #bopresomutc** 1,3 Mmr/m> m/x 1,4, 8, 11 auu
o #Jlekcamerazon™* 20 mr BHYTph WK B/B 1,4, 8, 11 nau

Jleuenne Bo300HOBIsAeTCA Ha 22 -if eHb. (mepBble 4 MKIA,), naiee | pa3 B 12 Henenb
.(AOTIOTHUTENBHO 4 TUKIIA).

RitCd [ 81]
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o #Purykcuma6** 375 mr/m? B/B, neub 1
o #lluxknodpochamun** 100 mr/m? BHYTpPS 2 p/NeHb, quu 1-5
o #]lekcamerazon** 20 mr B/B, 1eHb 1
Jleuenue B0300HOBIsIETCS HA 2211 IeHb. ( 6 UKIIOB).
o #benwgamyctun** 100 mr/m? B/B 1-i u 2-i neHb
o #Jlekcamerazon** 40 Mr BHyTph WM B/B 1 pa3 B Hezento

o JleueHnue BO300OHOBIISIETCS Ha 29-11 IEHb.
RitBe [78, 81]
o #Purykcumab** 375 mr/mM2 B/B 1-ii neHB
o #benmamyctun** 90 mr/m2 1-it u 2-it THU
Jleuenue Bo300HOBIISIETCS Ha 29 eHb. (6 ITUKIIOB).

Cxembl Jjedyenuss MI'TI3 ¢ amm¢pouuTapHbIiM KI10HOM [78, 79]

Chl-G [78, 79]

o #XnopamOyumn** 0,5 mr/kr BHyTpb, 10U 1, 15

o #OOunyty3yma6** 100 mr B/B B 1-ii gens 1, 900 mr Bo 2-it nenn, 1000 mr B qHu 8, 15
(umkn 1). B muxnax 2-6 #00unyty3ymad** 1000 mr B/B xam. B 1-if 1eHb.
Jleuenue B0300HOBIIICTCS Ha 29-1 JIeHD (6 IUKJIOB).

Chl - Rit [78, 79]

o #XmnopamOyuw** 10 Mr/m? BHYTpb, auu 1-7
o #PurykcumaO** 375 mr/m? B/B Kar. nenb 1Jleuenue Bo3oOHOBIseTC Ha 29-i 1eHb (6
LIUKJIOB)

RitBe [78, 79]

#benpgamycTnH** 90 mr/m? B/8 Kan., aHmn 1, 2
o #PurykcumaO** 1 mmkir: 375 mr/m? B/B Kaiw. B aeHb 1 (1-i nuxi) Jleuenue

BO300OHOBIsIETCS HA 29-i IeHD (6 LUKIIOB).
Nopyrnnné [79]

o #UO6pytunn6** 420 mr/cyt (3 karcyinsl) BHyTpb | pa3 B IeHb, €KETHEBHO

Pexxum FCR-Lite [78, 79]

#Purykcuma6** —375 mr/m? B/B Karl., 1eHb 1,
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o #®nynapabuu** — 20 mr/m? BHYTpS, 10K 1-3;
o #luknodochamun** — 150 mr/m? BHYTpS, 1HU 1-3.
JleueHune B0300OHOBIIsICTCS HA 29-11 JIeHb (6 IUKJIOB).

BeHneTokakc B pe:xxume MOHoTepanuu |78, 79]

o #Benetokmakc** 20 mr/cyt (aen. 1), 50 mr/cyt (aen. 2), 100 mr/cyt (aen. 3), 200 mr/cyT
(uen. 4), 400 mr/cyt (Hen. 5 u ganee), 10 NPOrPECCUPOBAHUS HIIN PA3BUTHUS

HENEPEHOCUMOM TOKCUYHOCTH.

Ipniaoxkenne A3.2 CxeMbl JieUeHHUsI NEPBUYHBIX NanneHTOB ¢ AL-A [63, 84, 109 |

Dara VCd [84, 113]

Henean ¢ 1 mo 8

o Haparymymao** 1800 mr n/x 1 pa3 B Henmemnto 1,8,15, 22 nau
o #bopresomu6c** 1,3 Mr/m> w/k 1, 8, 15, 22 nuu
o #lluxnodochamua** 300 mr/m? 1 pa3 B mepemro  1,8,15, 22 nuu

o #Jlekcamerazon™* 40 mr BHyTph Uiy B/B 1, 8, 15, 22 nHu
Jleuenne BO30OHOBIIICTCS HA 29-11 I€Hb.

e Hepemu ¢ 9 no 24
o Haparymyma6** 1800 mr n/k B/B 1 pa3 B2 Henenu 1, 15 nau
o #boprezomu6** 1,3 mr/m> w/k 1, 8, 15, 22 nuu

o #Uuxnodochamun** 300 mr/m2 1 pa3 B vegenmto 1,8,15, 22 nam
o #Jlekcamerazon™* 40 mr BHyTph Uiy B/B 1, 8, 15, 22 nHu

JleueHue B0300OHOBIIICTCS HA 29-1 JIeHb (6 IUKJIOB).

Jlanee noaaepkuBaromias Tepanust  AapaTymymadboM™* kaxmisie 4 Hemenu.

B xnmuHMYeCKHX MCCIeI0BaHUAX JapaTyMyMad MPUMEHSUICS 10 Mporpeccur 3a00IeBaHus Wi B
TEYCHHE MaKCUMYM 24-X ITUKIIOB (OKOJIO 2-X JIET) OT BBEJICHUS NIEPBOI TO3HI.

b  BpeneHue mepBOil M03bI IIPU PEKUME JTO3UPOBAHMSA pa3 B 2 HENEIM OCYLIECTBISETCS Ha
Henene 9.

¢ BBeaeHue nepBOil 03Bl IIPU pEXUME JO3MPOBaHUS pa3 B 4 HEAENU OCYLIECTBISETCS Ha

Hezene 25.
VMd [84, 116 ]
1-2-# KypcehI:

o #bopresomu6** 1,3 Mr/m? /K wiu B/B, quu 1, 4, 8, 11 quu

o #Mendaman** 0,22 Mr/kr BHyTpb, 1HH 1—4-it
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o #Jlekcamerazon** 40 mMr BHyTpb, THU 1—4-ii
Jleuenue B0300OHOBIsIETCS HA 29-11 IEeHB.
e 3-8-ii kypchI:
o #bopresomu6** 1,3 Mr/m? /K wium B/B, auu 1, 8, 15, 22 quu
o #Mendanan** 0,22 mr/kr BHyTpb 1HU 1—4-ii
o #Jlexcamerazoun™** 40 mr BHYTpb, AHU 1—4-i
Jleuenue Bo300HOBIsIETCS HA 36-i1 eHb. ( § MHUKIIOB)
VCd [ 84,113 ]
o #bopresomu6** 1,3 mr/m? 1, 8, 15,22 nuu
o #lluxnodochamua** 300 Mr/m? BHyTpS Mid B/B 1, 8, 15, 22 1uu
o #Jlekcamerazon®* 40 mr BHyTpb wiu B/B 1, 8, 15, 22 naun
Jledenue Bo300HOBIsIETCS HA 29 1eHb. (6 LIUKIIOB)
Vd [ 115]
o #bopresomu6c** 1,3 mr/m?> w/k 1, 8, 15,22 nau

o #Jlekcamerazon™* 20 mr BHyTph aHH 1-2, 8- 9, 15- 16, 22 -23 naun

Jledenue B0300HOBIsIETCS HA 35 1eHb.  (6-8 MUKIIOB)

#Jlapatymymao** (MmoHope:xum) [84, 114 ]

#lapatymyma0** 16 mr/kr B/B 1 pa3 B Hepento (8 Henenb), nanee 1 pa3 B 2 Henenu (8 pas),
nanee 1 pa3 B Mecsll A0 MPOrpeccuu 3a00JeBaHNs WK B TeueHHE 24 Mec.

WIn

# napatymyma6** 1800 mr m/k 1 pa3 B Henemo (8 Henens), nanee 1 pas B 2 Hepenu (8 pas),

nanee 1 pa3 B Mecsll 0 MPOrpeccuu 3a00JeBaHNs WK B TeueHHEe 24 Mec.

Md [84, 117]
o #Mendanan** 0,22 mr/kr BHYTpb, 1HU 1—4-ii
o #Jlekcamerazon™** 40 mr BHYTpb, AHU 1—4-i
Jleuenue B0300HOBIISICTCS Ha 29-11 IeHb. (9 HUKIIOB).
Rd [84, 119]
o #Jlenamumomun** 15 'mMr BHyTpb, qHU 1-21-ii
o #Jlekcamerazon™* 20 mr BHYTpb, auu 1, 8, 15, 22 nau
Jleuenue Bo300HOBIsIETCS HA 29-i1 1eHb. (12 UUKIIOB).

' no3a nenanumomua onpenensercs B 3apucumoctu ot CK®
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RCd [84, 118]

#llenamumomun**! 15 mr BayTpb, 1HM 1-21-i
o #lluxnodochamua** 300/m> Mr BHYTpS aHU 1, 8, 15

o #Jlekcamerazoun™** 40 mr BHyTps 1HM 1,8.15,22.
Jleuenue Bo300HOBIISICTCS Ha 29-11 neHb. (12 1UKIIOB) .
! no3a nenanumomuaa onpenensercs B 3aBucumoct o1 CK®.

Cxembl Jjevenus IgM AL- ammaougosza [127 - 130]

RitVd [128]
o #Purykcuma6** 375 mr/m? B/B 11-ii nenp
o #bopresomu6** 1,3 Mmr/m> m/x 1,4, 8, 11 auu
o #Jlekcamerazon®™* 20 mr BHyTph wiH B/B 1,4, 8, 11 nam
JleueHue B0300OHOBIIICTCS HA 29-1 JIeHb. (8 IUKIIOB).
BeP [129]
o #benmamyctun** 60-100 mr/m? 1-i u 2-it qau
o #lIpenauzonon™* 100 mr 1-4 nuu
Jleuenue Bo300HOBIsIETCS HA 29 NeHb. (6 IUKIIOB).
RitBe [130]
o #Purykcumadc** 375 mr/m2 B/B 1-ii neHb
o #benmamyctun** 90mr/m2 1-ii u 2-it nHu

Jleuenue Bo300HOBIISIETCS Ha 29 eHb. (6 IIUKIIOB).

IIpuiaoxenne A3.3 CxeMbl Jeuyenus nanueHToB ¢ POEMS cunapomMom

Vd [131]
o #bopresomu6** 1,3 Mr/m> /k aum 1, 8, 15, 21-i quun
o #Jlekcamerazon®* 40 mr BHYTpS, anu 1, 8, 15, 21-i1 nou
Jledenue B0300HOBIsIETCS HA 29-11 IeHb. (9 UKIIOB).
Md [133]
o #Mendanan** 10 mr/mr 2 BHYTpb, 04 1-4-i
o #Jlexcamerazon™** 40 mr BHYTpb, AHU 1—4-i

Jleuenue B0300HOBIISICTCS Ha 29-11 1eHb. (9 HUKIIOB).

Rd [133]
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o #Jlenamumomun** 10-25 mr BHYTpD, AHU 1-21-i
o #Jlekcamerazon™* 40 mr BHyTpb, oHH 1, 8, 15, 21 nau
Jledenue Bo300HOBIsIETCS HA 29-i1 eHb. (12 1UKIIOB).
Jlo3a nenanugomuga omnpexaensercs B 3aBucumoct oT CKO.
Dara-Rd [135, 136]
o #Jlaparymymab** 16 mr/kr B/B exeHenenbHO Ansi mukiIoB 1-2 (Bcero 8 mo3), 1 paz B 2
Henenu (11 ukioB 3-6), nanee 1 pa3 B 4 Hegenu .
o #Jlenamumomua** 25 mr BHYTpb B 1HU 1-21-if kaxable 4 HeAenn
o #Jlekcamerazon™* mo 40 mr 1 pa3 B Hezemo

OO0mas AMMTENBHOCTH Tepanuu 1 Tos.

IIpuaoxenne A3 4 CxeMmbl JedyeHUs pernanuBoB AL-A

#laparymymad** (MoHopexum) [138 ]

#lapatymyma0** 16 mr/kr B/B 1 pa3 B Hepento (8 Henenb), nanee 1 pa3 B 2 Henenu (8 pas),

nanee 1 pa3 B Mecsll 0 MPOrpeccuu 3a00JeBaHNs WK B TeueHHe 24 Mec.

VMd [ 116]

e 1-2-ii kypchI:
o #bopresomu6** 1,3 Mr/m? /K wiu B/B, quu 1, 4, 8, 11 quu
o #Mendaman** 0,22 Mr/kr BHyTpb, 1HH 1—4-i
o #Jlekcamerazon** 40 Mr BHyTpb, THU 1—4-ii
Jleuenne Bo300OHOBIsIETCS HA 29-1i 1€HB.
e 3-8-ii kKypchlI:
o #bopresomu6** 1,3 Mr/m? /K win B/B, auu 1, 8, 15, 22 quu
o #Mendanan** 0,22 mr/kr BHyTph 1HU 1—4-ii
o #Jlekcamerazon™* 40 mr BHYTpb, AHU 1—4-i
Jleuenue B0300HOBIsIETCS HA 36-i1 eHb. ( 8§ MHUKIIOB)
VCd [84,113]
o #bopresomut** 1,3 mr/M>m/k 1, 8, 15, 22 nau
o #lluxnodochamua** 300 Mr/m? BHyTpS Mid B/B 1, 8, 15, 22 1uu
o #Jlekcamerazon** 40 mr BHyTpb WiH B/B 1, 8, 15, 22 nau

Jledenue Bo300HOBIsIETCS HA 29 1eHb. (6 LIUKIIOB)
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RCd [118]
o #Jlenamumomun**! 15 mMr BHYTpb, qHU 1-21-ii
o #lluxnodochamua** 300/m> Mr BHYTpS aHU 1, 8, 15
o #Jlekcamerazon®* 40 mr BHyTph nHU 1,8.15,22.
Jleuenue Bo300HOBIsIeTCS HA 29-11 neHb. (12 TUKIIOB) .
! no3a nenanumomua onpenensercs B 3apucumoct o1 CK®.
Rd [84, 119]
o #Jlenamumomun**! 15 mMr BHYTpb, qHU 1-21-ii
o #Jlekcamerazon™* 20 mr BHyTpb, oHH 1, 8, 15, 22 nau
Jleuenue Bo300HOBIsIETCS Ha 29-1 neHb. (12 mukios).1!

! no3a nenanumomua onpenensercs B 3aBucumoct o1 CK®.

IxaD [84, 139]

o #Uxcazomu6** 4 mr BHyTpSb 1, 8, 15 nuHUI
o #llexcamerazon** 20 mr BHYTph WK B/B 1, 8, 15, 22 nau

Jleuenue Bo300OHOBIAECTCSA HA 29-11 NCHB.

PomD [84, 140]

o #llomamunomun** 4 mr BHYTpb, AHU 1-21-i
o #Jlekcamerazon®* 20 wmr BHYTpS, nHU 1, §, 15, 22-i
JleueHnne BO300OHOBIIAECTCS HA 29-11 IeHb.

BeD  [156]

o #bengamyctun** 100 mr/m? B/B 1-i1 u 2-i1 neHb
o #Jlekcamerazon** 40 mr BHyTph 1 pa3 B HeeIIO

o Jleuenne Bo30OHOBIsIETCS HA 29-1 IeHb. (6 IIUKIIOB)

IIpuaoxenune A3.5 PexoMeHaanuu 1nmo KOPPeKNMH J03bI  #HiaeHaaugoMuaa**

3aBHCHUMOCTH OT KJIMPECHCA KPCATHHHUHA

Kunpenc kpeatununa (KK), ma/mun Jo3a #1enanuaomuga**
>50 25 mr 1 pa3 B 1eHb

30 <KK <50 10 mr 1 pa3 B neHb

KK <30 15 Mr uepe3 JieHb

105




KK <15 (Tpebyercs remoananus) 5 mr 1 pa3 B ieHb (B IHU reMOAMaIN3a [1OCIIe

MpOLIe Iy Pbl FTEMOIUATIN3A)

IIpuaoxenune A3.6.

1. Ilpuka3 MunucrepcTBa 3apaBooxpanenus Poccuiickoit @enepanuu ot 5 arycra 2003 r.
Ne330 «O mepax 1Mo COBEpIICHCTBOBAHUIO JIEUCOHOTO MTUTAHUS B JIe4eOHO-
npopMIaKTHIECKUX yupexaeHusx Poccuiickoit denepanum.

2. Ilpuka3 MunucrepcTBa 3apaBooxpanenusi Poccuiickoit denepanuu ot 21 urons 2013 r. Ne 3951
«O0 yTBepKJIEHUU HOPM JICU€OHOTO MTUTAHUS.

3. Ilpuka3 Munucrepctsa 3apaBooxpanenus Poccuiickoit deaepanuu u ot 23 centsiops 2020 r. Ne
10081 «O06 yTBEepKIeHUY TIOPsIKAa 00CCTICUCHUS MAIIMEHTOB JIeYeOHBIM TTUTAHUEM
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[Mpunoxenue b. Asropurmsl aeiicTBuil Bpadya

Anaroput™m quaraoctuku MI'TI3

Kiannunyeckue npuznakn MI'TI3
®  NpPOTEeHHYPHUS
e HedpPOTHYECKHIT CHHAPOM

L4 moYeYHaAA HEAOCTATOYHOCTH

® aprepuaJIbHasi THNEPTEH3Us

MNPUMCHCHUCM UMMYHOT'UCTOXUMHUYICCKHUX MCTOJ0B

e [larosoro-aHaTOMU4ECKOE UCCIICIOBAHIE OUOTICUHOTO (ONEPallMOHHOI0) MaTepraia MOYKH ¢

e OmnpezneneHre COOTHOIIEHUS OEIKOBBIX (PpaKLUii METOIOM AIEKTpodopesa, HCcCIeJOBaHNE
MOHOKJIOHAJIbHOCTH MIMMYHOTJIOOYJIMHOB B KPOBH METOJIOM UMMYHO(HKCAILIUH, ONPEACTICHIE
coJiepKaHne CBOOOHBIX JIETKUXHU IeTH Karma U JIIM0/1a B KPOBH, UCCIIEIOBAHNE
MOHOKJIOHAJIbHOCTH MIMMYHOTJIOOYJIMHOB B MOY€ METOZOM UMMYHO(DUKCAITIH

MITI3 ectn

MITI3 Het

IIUTOJIOTUYECKOE HCCIIEeIOBAHNE Ma3Ka KOCTHOT'O MO3ra
(Muenorpamma) Mo3ra

MATOJIOTO-aHATOMHYECKOE MCCIIeOBaHNE OMOTICHIHOTO
(omepanroHHOT0) MaTepuaia KOCTHOTO MO3Ta, pH
HE00XOIMMOCTH MaTOJIOTO-aHATOMHYECKOE UCCIIEI0BaHHE
OuorncuitHOTrO (OMEePaIMOHHOT0) MaTepraia KOCTHOTO MO3Ta
C IPUMCHCHUCM UMMYHOTUCTOXUMHUYCCKUX MCTOOOB.

HU3KO0/1030Basi KOMIIbIOTEpHasi TOMOrpadus KOCTel ckenera
UMMYHO(EHOTUITNYECKOE UCCIIEJOBAHUE MIa3MaTHIECKIX
KJIETOK KOCTHOTO MO3Ta METOJOM IPOTOYHOU
UTO(DITYyOPUMETPHH

YTOYHEHHUE BOBJICUCHHS JPYTUX OPTaHOB

JieyeHue 3a001eBaHUS IOUEK




Anroputm quarioctukn AL-amuiionosa

Kiannunveckue npusHaku AL-A

= Cepae4Hasi HEAOCTATOYHOCTL ¢ CHMMETPHYHOI runepTpodueil MHOKAPAA H PECTPHKTHBHBIM
THIIOM PeMOeIMPOBAHUS , 04aru Cy0INMUKAPANAJIbHON, MHTPAMYPAJbHOW U TPAHCMYPATbHOM
3a/IepsKKH HAKOILJICHHUS TaJ0/IMHUSA 0e3 COOTBETCTBHS ¢ IOpPa:KeHHeM KOPOHAPHOIo 0acceiiHa NpH
MPT

e HequadeTHyecKkasi MOJMHeHPONATHsl, ABTOHOMHAS NOJIMHeHponaTus
e JBYCTOPOHHHUIl CHHIPOM KAPHAJbLHOI0 KaHAJIA

*  remaToMerajius HesiCHOro reHe3a, CHHAPOM X0JIecTa3a

e HedpPOTHYECKHIT CHHIAPOM

e  OnpeneneHne COOTHOMEHNS OETKOBBIX (Ppakmnii METOI0M IEKTpodope3a, UCCIIeI0BaHNE MOHOKIOHATIBHOCTH
HMMMYHOTJIOOYJIHOB B KPOBH METOJJOM HMMYHO(HKCAIINH, OIpE/ICIICHHAE COJIepKaHie CBOOOIHOM JIETKON ENH Kamma 1
nsiM0/1a B KPOBH, UCCIIEJOBAaHHE MOHOKIIOHAIEHOCTH MIMMYHOTJIOOYJIMHOB B MOY€ METOIOM MMMYHO(HKCanu

e  ompezeieHue KOJIMUecTBa Oellka B CYyTOYHOM MoYe

e  uccienoBaHue ypoBHs TponoHHHOB I, T B kpoBH, nccnenoBanue ypoBHS N-TepMHUHAIBHOTO (hparMeHTa
HaTpuilyperuueckoro nponentruaa MmosroBoro (NT-proBNP) B kpoBu

e sxokapauorpadpus

®  [IpU NMOPaKEHUH Ceplla MarHUTHO-PE30HAHCHAs TOMOTrpadus cep/la ¢ KOHTPacTHPOBAaHUEM

®  TIaTOJIOT0-aHATOMHYECKOE HCCIIeJ0BaHHE OMONICHIHOTO (ONepaoOHHOr0) MaTepraia KOK1 ¢ IPUMEHEHUEM
MMMYHOTUCTOXMMHUYECKHX METOI0B, aTOJIOr0-aHATOMUYECKOE HCCIIeI0BaHIE ONOIICHIHOTO (OIIEpaiMOHHOTO)
Marepralia KOCTHOT'O MO3Ta, ITaTOJIOr0-aHaTOMUYECKOE HCCIICA0BaHNE OMOTICHITHOTO (OTIEPalMiOHHOT0) MaTepraa
TKaHEeH CIIIOHHOM jKeJe3bl (MaJoif), MaToJoro-aHaTOMUYECKOE HCCIIeI0BaHNE ONOTICHIHOTO (OTIEpallMOHHOTO)
MaTepuana 12-nepcTHON UK MpsIMOM KHIIKH.

o~

aMuJIonaa HET

aMUJIOn €CThb

TUIMUPOBAHUC aMUJIONU1a ouorcus TIOpa’XCHHOT'O OpraHa

AL- ammnnonnos

aMHUJIOna €CThb aMuJIonga HET

}

LIUTOJIOTMYECKOE MCCIIEA0BaHE Ma3Ka KOCTHOTO MO3ra (MUeJIorpaMMa) Mo3ra

1aTOJIOT0-aHATOMUYECKOE MCCIICI0BAHNE ONOTICHITHOTO (OTIEPAI[IOHHOT0) MaTepraia KOCTHOTO MO3T'a, ITPH HE0OXOIMMOCTH M1aTOJIOTO-
aHaTOMHYECKOE HCCIIeI0BaHIE OMOIICHIHOTO (OIIEpallMOHHOT0) MaTepraa KOCTHOTO MO3Ta ¢ IPUMEHEHHEM UMMYHOTHCTOXHMHUYECKUX
METOJIOB.

nuroreHernyeckoe uccienosanne 1K mist onpenenenus tpancnokamyy t(11;14) B 6norncuitHoM MaTepraie MeTo0M (pIr0OpecieHTHON
rurpuau3anmd in situ (FISH).

HU3KO0JI030Bast KOMITBIOTEpHAs ToMorpadus KOCTel cKeera

NMMYHO(EHOTHITNIECKOE HCCIICAOBAHUE TUIA3MATHIECKHIX KJIETOK KOCTHOT'O MO3Ta METOZIOM IIPOTOYHOH IUTO(IyOPHMETPHH
nccien0BaHue ypoBHs TponoHHHOB I, T B KpoBH U nuccienoBanne ypoBHs N-T€pMUHAIBHOTO ()parMeHTa HaTpUHYPETHUECKOTO
nporrentuaa mo3rosoro (NT-proBNP) B kpoBu

YTo4HEHHE BOBIEUEHHS APYTUX OPraHOB U CTaJUPOBAHUE




Anaroputm quarioctukn POEMS cunapoma

Kinnunyeckue npusnaku POEMS cunapoma

e nepudepuyeckasi noJuHeHponaTus
® mnepudepuuecKue 0TEKH /aCIUT/THAPOTOPAKC

¢ JumdaaeHonaTus

V

e omnpexaenenue VEGF

B MOY€ MCTOAOM I/IMMyHO(l)I/IKcaIII/II/I

y37na
° amskono3oBasg KT xocrer ckenera wian [IDT-KT

° OHpC,HeJ'IeHI/IC COOTHOIICHHUS OEIKOBBIX (bpaKquI METOAOM 3JIeKTp0(1)0pe3a, HUCCICA0BAHUC
MOHOKJIOHAJIbBHOCTH I/IMMyHOFJ'IO6yJ'II/IHOB B KpOBHU MCTOJAOM I/IMMyHO(bI/IKCEIHI/II/I, OIPCACIICHUE COACPIKAHUC
CBOGOI{HOfI JIETKOM IOCIIK KaIlra u J'IHM6,Ha B KpOBH, UCCIICJOBAHUC MOHOKIIOHAJIbHOCTH I/IMMyHOI'J'IO6yJ'II/IHOB

° I1aTOJIOTr0-aHATOMHUYCCKOC UCCIICAOBAaHUC OUOICUITHOTO (OHCpaHI/IOHHOI‘O) Matepuajia J'II/IM(I)aTI/I‘ICCKOFO

POEMS cunnpom ects

POEMS cunnpoma Het

OUTOJIOTHYCCKOC UCCIICA0BAaHC Ma3Ka KOCTHOT'O MO3ra (MI/IeJ'IOI‘paMMa) Mo3ra

I1aTOJOTr0-aHATOMHUYCCKOC UCCIICAOBAaHUC OUOICUITHOTO (OHCpaHI/IOHHOI‘O) MaTepurajia KOCTHOI'O Mo3ra.

0CMOTp Bpava-o(TaIbMOJIora
KOHCYJIbTAIMs Bpada-dHI0KPHHOJIOTa
sxoKapauorpadus

o0muii (KTMHUYECKNHT) aHaIN3 KPOBH
Koarysiorpamma

o0muii (KMMHIYECKN) aHaIN3 MOYH
asieKTpoMuorpadus
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Auaroputm nedenus MI'TI3

Bnepsbie nnarnocruposannas MI'TI3

PN

JIA3MAa3MOKJIETOY
-HbIii KJIOH

JUMpOIIIA3MOLU-
TAPHBIN KJIOH

Y

DaraVMP, VCd,, VMP, Rd,

DaraRd, ayroTT'CK RitVd, RitCd, RitBe

JumMponuTAPHBIH
KJIOH

>

!

Chl-G, Chl - Rit, RitBe
uopyrtnnnd, FCR-lite,
BEHETOKJIAKC

< . 4

b

Hocturnyra remarosiorndeckas IIP niam OxYP

Her

Ha0JII0ACHHE

AJIbTCPHATUBHBIC CXEMbI TEPAIIUHU

IIporpeccus.

Bo3o0HoB1eHMe Tepanun
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Auaroput™m nedenns AL-A

Bnepsrle nnarnoctupoBanHbiii AL-A

e

ITanueHT MOAJIEKHAT
BJIXT c ayro-TI'CK

IlanueHT He
noasexut BAXT ¢
avro-TI'CK

l \,

Dara VCD, VCd, ayroTT'CK Dara VCD, VD, VMd, VCd, Md,
Rd, RCd, Dara(mono)

T A 4

JMocturnyra IIP nian OxYP

Her

Haﬁnmneﬂne AJIbTCPHATUBHBIC CXEMbI TEPAIIUHU

IIporpeccus.

Jleuenne pedpakrepHo/penuauBupywiero AL-A
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AuaroputMm gedenuss POEMS cunapoma

Bnepsbie nuarnocrTupoBannbsiii POEMS cunapom

KionajabHble mi1a3MaTHYeCKHe KJIETKH B Tp@l’lﬂ]—[OﬁI/IOHTaTe KOCTHOI'0O Mo0o3ra

v

HET

{

00JIbIIIE 2-X 0YAT0B
NMOpaKeHusl B KOCTAX

HET

aa

JiyyeBasi Tepanus Ha
NMOpaKeHHbIE YYACTKH

4

aa

\4

CUCTEMHasA Tepanus

oneHka 3¢ GeKTUBHOCTH KaxKable 3-6 mec.
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Hpunoxenue B. Undopmauus 115 nauMeHToB

ITpuunnoit pazsutua MITI3, AL-A, POEMS cuHapoMa SBISIOTCSA OIyXOJIEBBIE
KJIETKH B KOCTHOM MO3T€, KOTOpbIe BBIPa0aTHIBAIOT MOHOKJIOHAJBHBIN OENOK MM LUTOKHUHBI,
NOBpEXJaloye BHyTpeHHHE opraHsl.  COBpeMEHHbIE HMHHOBAIIMOHHBIE JIEKAPCTBEHHBIC
npernaparsl ¥ TPAHCIUTAHTAIIMOHHBIE METOIUKH TO3BOJIIOT JOCTUTHYTh CTOMKON PEMHCCHU H B
OOJIBLITMHCTBE CITy4yaeB OCTAHOBUTH 3a00JICBaHHE.

Pemuccust — 310 cocTosiHEe, P KOTOPOM MHUHUMHU3HUPOBAHO YHCIIO OITyXOJIEBBIX KIJIETOK
u BbIpabateiBaeMoro uMu Oenka. CoBpeMeHHBbIC Je4eOHbIE MEPONPHUSATHS, BKIIOYAIOIIHNE
npernaparsl OMOJIOTHYECKOT0 MEXaHW3Ma JCWUCTBUS, TPAJUIMOHHBIE XUMHOTEPAreBTUYECKHE
IpernapaTsl MOTyT 00ecreunBaTh JJIUTENbHBIA KOHTPOJIb 32 OIyXOJIEBBIM MPOLIECCOM, COXPaHS
Ka4eCcTBO JKU3HU MalUCHTOB.

Jleuenue 3aHMMaeT JJIHMTENbHOE BpeMs. [lepBuuHas Tepamus B OOJIBIIMHCTBE CIIy4acB
HAuMHAeTCS B CTAMOHAPHBIX yCIoBUsX. IIpu Xopomieil nepeHoCuMOCTH JIeYeHHUs, OTCYTCTBHH
TSOKEIBIX OCJIOKHEHHH MPOJI0JDKEHHUE JICYCHUST BO3MOXHO B YCIOBHUSX JHEBHOTO CTallMOHapa W
Ja’ke TOMAITHUX YCIOBUSX.

OpHako XOpoUIO HM3BECTHO, YTO JICKApPCTBEHHBIE Ipernaparbl 007analoT MoOOYHBIMU
spdexramu. B cBSA3M ¢ 3TUM MalMEHTH! JOJDKHBI cpa3dy cooOIIaTh jeyalieMy Bpady 000 Bcex

HCXKCIIATCIIbHBIX SABJICHHUAX, BOSHHUKAIOIIUX Ha (1)0He JICUCHMUA.
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Ipuiaoxenue I'l1-I'N. IIIkajibl OlleHKH, BONPOCHUKHU M IPYIrue OLEeHOYHbIEe
HHCTPYMEHTbI COCTOSHUSA MALMEHTA, NPUBEACHHbIC B KIMHUYECKHX

PEKOMEHIANIUAX

IIpuaoxenue I'1.1. HIkaga onenku odoniero cocrogsuus nammenta ECOG

Knunndeckass oreHka ooOmero cocrosHus mnamueHta ¢ MITI3 mpoBoguTcs mo ImKane,
pa3paboTtanHoii Bocrounoil oObeauHeHHOUW oHKonorumueckou rpymmoit (Eastern Cooperative

Oncology Group) [154].
OpurunansHoe HazBanue: The ECOG Scale of Performance Status

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology

Group // Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 64965 [154]..
Tumn: nikana oleHKH
Ha3naueHue: KIuHUYECKas OlleHKa OOIIET0 COCTOSIHHS MallueHTa

CopnepxaHue U UHTEPIIPETALINSA:

Craryc (0anabl) | Onucanue 001ero COCTOSTHUS MANMEHTA

0 [TarueHT MOJHOCTHIO AKTUBEH, CIIOCOOCH BBIMOJHIThH BCE, KAK U 10
3a00/1€eBaHUSA
1 HaL[I/IeHT HeCHOCOGeH BBITIOJIHATH TSI)KG.HYIO, HO MOJXXCET BBIIIOJIHATH nerKon

WIN CUISYYIO pa0boTy (Hampumep, JeTrKylo JOMAIIHIOK HIN KaHIEISAPCKYIO

paboty)

2 [TanenT neuntcst aMOyIaTopHO, CIOCOOEH K caMOOOCTYKHBAHUIO, HO HE
MOJKET BBINIOIHATH paboTy. bonee 50% BpeMeHU MPOBOAUT aKTUBHO — B

BCPTUKAJIbBHOM ITOJIOKCHUH.

3 [TaneHT crocoOeH UMb K OTPAaHUYEHHOMY CaMOOOCITYKUBAaHHIO,

MPOBOJUT B Kpeciie 1t nocrenu 6osee 50% BpeMeHH 001pCTBOBAHUS

4 WuBanu, coBepiieHHO He CII0cOOeH K caMOo00CITyKUBAaHUIO, TPUKOBAH K

Kpecily WU IIOCTENIN

5 [TanreHT MepTB
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Ipuniaoxkenune I'1.2. OO0immMe TEPMHHOJOTHYECKHEe KPHUTEPUH JJId 0003HAYCHHUSHA

HexeaaTeabHbIX ABJeHul (CTCAE)

Onenka Bblpa)keHHOCTH 0TekoB Inpu POEMS cuHapoMe MpoBOIUTCS MO KPUTEPHSIM LIKAJIbI
HEXKEJAaTeNbHbIX SBIEHUH, pa3paboTaHHbIX B HalMoHalIbHOM WHCTUTYTE 3J0POBBS H
HanmonansHOM HHCTUTYTE paka MUHHCTEPCTBA 3/JpaBOOXPAHEHUS U COIMATIBHBIX CIIyk0 [155].
OpuruHajbHOE Ha3BaHUE:

Common Terminology Criteria for Adverse Events (CTCAE)

Ncrounuk:US National Cancer Institute. Patient-Reported Outcomes version of the Common
Terminology Criteria for Adverse Events (PRO- CTCAETM). V6.
https://ctep.cancer.gov/protocolDevelopment/electronic_applications/ctc.htm#ctc_500ken M.M.
et al. [155].

Tumn: nikana oleHKH
Haznauenue: KIMHUYECKAs OLEHKA OOIIETO COCTOSHUS MAI[eHTa
CopnepxaHue U UHTEPIIPETALINSA:

Crenenb | (nerkas cremnens). beccuMmnToMHbIe WM €1abo BeIpaskeHHbIE cUMIITOMBL. [Toka3ano
TOJILKO HaOJI0IeHNE (KIMHUYECKOe WK Ja0opaTOpHOe/MHCTpyMeHTanbHoe). JleueHue He
MIOKAa3aHo.

Crenenb 2 (ymMepeHHas cTeneHb). CHUKEHUE €XeTHEBHOM aKTUBHOCTH, COOTBETCTBYIOIIIEE
BO3pacTy (IPUTOTOBJICHUE MUK, TOKYITKA MPOIYKTOB MM OJCKIbI, I0JIb30BAaHHUE TEJIe(hOHOM,
yIpaBiEHUE IEHEKHBIMU cpeacTBamMu). [lokazaHO MUHUMAabHOE, MECTHOE UJIM HEMHBA3UBHOE
BMEIIATENbCTBO.

Crenens 3 (BblpaXkeHHasl CTENEHb). BhIpakeHHBIE CUMITOMBI, HO HE ITPEICTABIISAIOLINE
HETOCPECTBEHHOM yrpo3bl i xku3HU. [lokasana rocnuranu3anus. CHIKEHHE CIOCOOHOCTH K
caMo00CITyKUBaHUIO.

Crenenb 4 (;kM3HEyTrpoXKaroUe CUMITOMBI). [lokazaHo HEMeAJIEHHOE BMEIIATEIbCTBO.

Crenenb 5. CmepTh, cBA3aHHAs ¢ MOOOYHBIMU 3 dexTamu.

CuMmnrom Crenenn 1 Crenens 2 Crenens 3 Crenens 4 Crenens 5
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Otexk pauncka | Kimnnueckux | YMepeHHoe cHibkeHHe | BelpaxkeHHOe Hawnyunias
3PUTEJBHOI0 | CUMITOMOB, B | OCTPOTBI 3pEHMs] | CHIDKEHHE CKOPPEKTHPOBaHHAs
HepBa T.4. (Hammyy4rmas OCTPOTBI 3PEHHS | OCTPOTa 3pEHHUS B
neduimra CKOPPEKTHPOBaHHAs (MakcHMManbHO MOPa)KEHHOM  IJIa3y
nojeld 3penus | ocrpora 3penust 20/40 | ckoppektupoBaH | cocrasuser 20/200
HeT. U BBIIIIE WM CHIKECHUE | Has OCTpOTa | WM XyXe
3peHuss Ha 3 JMHUU | 3pEeHUs MeHee
WU MEHee no | 20/40 WU
CPAaBHEHUIO C | yXyAlIeHue
U3BECTHBIM HCXOJHBIM | 3pEHUS Goiree
YpOBHEM) 4eM Ha 3 JIMHUH
oT HCXOJHOTO
YPOBHS, bi (o]
20/200)
. OnacHsle i Asymptomati
I'maporo- Kimuanuecknx | Knunuueckue PecnipaTopHsIii CmepThb SYINPLO
JKU3HU HAPYILICHUS diagnostic ob
pakc CHUMIITOM HET. | CHMIITOMBI (HEXBaTKa JIUCTpECC .
JIBIXaHUST WITH only] interver
Ioxazano BO3/yXa, Kallenb, CHUHJIPOM, o
TreMOIMHAMHUKHU, indidated
TOJIBKO JIMCKOMQOPT B TUIIOKCUSL.
. IOKa3aHa
HaOMIofIeHne. | TPyIHOM KIIETKE). Ioxazano
WHTYOAWs WIN
IloxazaHo nedeHue OIepaTUBHOE
CpOYHOE
(TmypeTHkw, BMEIIATEIBCTBO
BMEIIATENIBCTBO
TOPaKOIICHTE3). (manpumep,
JPEHUPOBaHUE.
I'enepanuzo- | Beisienen npu | CHibkeHue CHuxeHue Kuzneyrpoxatro- -
BaHHBIN 0TeK | ocMoTpe; 1+ €XKETHEBHOM CHOCOOHOCTH K | IIHME CHMOTOMBI
akTuBHOCTH. IlokazaHo | camoo0OcCTyXHUBaH
Ha3HA4YCHUE mo.  IlokazaHo
JINYPETUKOB B | BHyTPHUBEHHOE
TabJIETUPOBAHHOM BBEJICHHE
dopme. JINYPETHKOB.
INopaxxenue
KOXH BCJIEJCTBHE
OTeKa.
Knunnueckue
Acuur Knuanueckux BeipaxxeHHbIE Kuzneyrpoxatro- CMEPTh
CHMITOMBI, IOKAa3aHO
CHUMIITOMOB CHUMIITOMBI. afue CUMIITOMBI.
BMEIIATENBCTBO.
HET. Ioxa3zansl INoxazano
INoxazano HMHBAa3UBHOE HEOTJI0XKHOE
TOJIBKO BMEIIATENBCTBO. | BMEIIATEIBCTBO.
HaOroIeHne

116



