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Cnucok cokpameHni

ayTo-TI'CK — TpaHcmiaHTauus ayTOJIOTMYHBIX TEMOIO3TUYECKHUX CTBOJIOBBIX KICTOK
BBII — BeIX1BaeMOCTb 0€3 IPOrpecCUpOBaHUs

BJXT — BbICOKO103HAs XUMHUOTEPAIHS

BO3 — BecemupHast opranu3zanus 31paBoOXpaHeHUs

KM — xocTHbI# MO3T

KT — xommbroTepHast ToMmorpadus

MI'TI3 — MOHOKJIOHAJIbHAS raMManaTus ¢ TOYeUHbIM 3HAYCHUEM

MM — MHOXECTBEHHAs! MUEIOMA

MPT — MarHUTHO-pe30HAHCHAsS TOMOTpadust

OB - 00111as1 BEKHBAEMOCTh

OxYP/OxYO0 — oueHpb Xopoluas 4acTHIHast peMHUcchs / 04eHb XOPOIIHH YaCTUYHBIN OTBET
IIK — nna3maTuyeckas KieTka

IP/IIO — nonuast pemuccus / MOJTHBINA OTBET

IIIT-KT — no3utpoHHast SMUCCHOHHAS TOMOTrpadusi, COBMEIICHHAs! CKOMIIBIOTEPHOM

ToMorpaduei

CJIL — cBOOOIHBIE JIeTKHE e UMMYHOIIO0 Y IHHOB

CK® — cxopocTh KIIyO0uKOBOH (pUIBTpanuu

COD — ckopocTh OCelaHKsI IPUTPOLIUTOB

cITP/cI1O — crporast oyHasE pEMUCCHSI/CTPOTHil OJHEINH OTBET
¥Y3U — ynbTpa3zByKOBOE UCCIICIOBAHUE

XBII — xpoHuueckast 601€3Hb MOYEK

YP/YO — yacTuyHast peMUCCHsI [4aCTHYHBIN OTBET

\: OtdopmaTrpoBaHo: 10 LeHTpy




IxoKTI - sxoxapauorpadus
IKTI - snekrpokapauorpadust

AL-A — AL- amunonnos

BeD — kypc xumuotepanuu #0eHagamycTuH**+ #nexcamerazon™**

BeP — xypc xumuorepanuu f#oeHaamycTuH** + #npeanuzonon™*

C3 — KI1104eBOIT KOMIIOHEHT KOMIIJICMEHTA, Y4aCTBYIOLIUI B KIIACCHYECKOM H aJbTePHATHBHOM

[IYTH aKTUBALUH CHCTEMbI KOMITJICMEHTA.

DaraVCd — kypc xuMuoTepanun #raparymymad™* + #6opre3omMutd™* + #mknopochamum**

+  #nmexcamerazon**

FCR-lite — xypc Tepanuu f#dnynapadbun** +#nuxiodochamun**+ #purykcumadc**

HBSAQ — noBepXHOCTHBIH aHTHIeH BUpYyca renatuta B

IxaCd- xypc xumuorepanuu #ukcasomMu6** + #rmxnodochamur**+#nexcamerazon™*

Ixad — kypc xuMHOTepanuy #UKCa3oMUO™** + #1ekcamerazon**

Md —kypc xumunotepanuu fmendanan** + #rexcamerason**

NCCN (National Comprehensive Cancer Network) — HarmonaisHas ceTh 1o 60psoe ¢
pakom

NT- proBNP — N-tepmuHanbHbINH (parMeHT HAaTpUHYpPETHYECKOTO NMENTUAA

PomD — kypc xumuoTepanuu #rnomanuaomMun**+ #nekcamerazon™ *

Rd — xypc xumuorepanuu fueHammaoMun* *+#aexcamerazon**

RCd - kypc xumuorepanun #nenamugomMun* *+#uknodochamua**+#nexcamerason™*

RMd — kypc xuMuoTepanun #reHamuaoMua**+ #Mendanan™*+#1ekcameTason**

Ritd — kypc xumuorepanuu #putykcumab™**+ #nekcamerason™*

RitBe — xypc xumuorepanuu #putykcumMab™* + #0ennamycTua**

RitCd — xypc xummnorepanuu #putykcumad* *+H#mkaopochamua* *+nexcamerazon™*

RitVd - #putykcumad™** + #60opresomud™* + #nexcamerazon**

SUF — crangapru3upoBaHHbIii ypoBeHb 3axBaTa paauodpapmipenapara (Standardized Uptake

Value)

VCd - kypc xumnotepanuu #0opre3omu6™* + #rmxnodochamun**+ #nexcamerason**

Vd — kypc xumuoTepanuu #60pTe3oMu6** + #nekcamerazon**

VEGF (vascular endothelial growth factor) — ¢akrop pocra sHmoTeNHs COCYI0B

VMd - kypc xumuorepanuu #00pre3oMu6**+#menpanan** +#nexcamerazon™*

** _ JKU3HEHHO H€06XO,Z[I/IMBI€ W BaKHEHIIHE JICKapCTBEHHBIC ITPETIapaThbl
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TepMI/IHLI H onpeaeJIeHusA

AlL-amunonao3 — KIOHaNbHOEe B-kieTouHoe 3aboneBaHHe, HPH KOTOPOM abeppaHTHEIE
IUIa3MaTUYeCKUe KICTKU (pexke B-muM@onuTs!) NpoxynupyroT MOHOKIOHAIbHBIE CBOOOJHBIC
JIETKHE HEMH— MMMYHOTJIOOYIMHOB, OTKJIAJBIBAIOIINECS B COCTaBE aMMJIOWAA B PAa3IUIHBIX
opraHax, BbI3bIBast HX AUCHYHKIIHIO.

B-Tun HaTpuifypernueckoro mentuaa — IENTHJ, CUHTE3UPYEMbIH B JKelIydOdKax cepila B
OTBET Ha PACTSHKEHHE MHOLIUTOB W/MIM Meperpysky maBieHneM. OH BBIIENICTCS B BHJIC
AKTHBHOT'O TOPMOHA M HeakTHBHOro N-KkoHIeBoro ¢parmenra (NT-pro-BNP).

MHo:KecTBeHHAsi MHeJIoMa — B-KieTo4Has 3JI0Ka4eCTBEHHAs OITyXOJb, MOP(OIOTHIECKHM
cyOCTpaToM KOTOPOH SBIIIFOTCS MIAa3MaTHYECKUE KJIETKU, MPOAYLUPYIOIIHE MOHOKIOHAIbHBIN
uMMyHornoOymuH. CorjacHo mociefHeid Bepcuu kinaccupukanuun BO3 2017 1. TepmuH
«MHOXKECTBEHHAs] MHEJIOMay 3aMEHEH Ha TEPMUH «ILIa3MOKJIETOUHAas MUeIoMay — 3a0ojeBaHue,
XapakTepusymoluieecss MyJIbTU(OKAIBHOM Nponudepaeil HeonIacTHYeCKUX IUIa3MaTHYECKUX
KJIETOK, aCCOI[MMPOBAHHOE C CEKpenHeil MOHOKIOHAIBHOTO HMMYHOTJIOOyIMHA.
MoHoK/10HA/IbHASL ~ FaMManaTHA —  COCTOSHHE,  XapaKTepusymoolleecs — HaaU4HeM
MOHOKJIOHAJIBHOTO HIMMYHOTI00 yJIiHa.

MoHOK/IOHAbHASI raMManaTus ¢ noue4yHbiM 3Hauyennem (MI'TI3) - maronoruueckoe
COCTOsIHUE, 00YCIIOBICHHOE ITposmdepannel kKioHa B-k1eTok 1y rmia3sMaTHueckix KIeTOK, He
JIOCTUTAIOILET0 KPUTEPUEB, HEOOXOAUMBIX JUI Hayaja JICYCHUs! 10 OHKOreMaTOIOTHYECKUM
MOKa3aHMSM, HO TIPOAYIIHPYIONIETO He(POTOKCHIHBIH MOHOKIIOHAIBHBIH IMMYHOTTIO0 yITHH,

YTO HMPHUBOIMT K CIENU(PHUISCKOMY IOBPEXKICHHIO IOYEK C HEYKIOHHBIM IIPOrPecCHPOBaHUEM
MOYEYHOH AUCHYHKIUM U YXYAILICHUEM IPOTHO3a

MoOHOK/10HAJILHBII HMMYHOIJIO0YJIMH (IIAPANPOTEHH) — UMMYHOIJIOOYJIMH OZHOTO KJlacca,
KOTOPBII CHHTE3HPYyeTCs B H30BITOYHOM KOIMYECTBE KJIOHAIBHOMN IIa3MaTHIECKOH KIETKOH.
Ilna3maTHyeckasi KJeTka — KOHE4HBIl oranm  auddepeHimpoBkr  B-mumdormra.
OyHKIMOHATbHAS AKTUBHOCTh — YydacTue B (OPMHPOBAHUHM T'yMOPAJIbHOIO MMMYHHUTETa,
HOPOAYKIMSA aHTUTEIL.

Pemucenss — mnepuox TedeHWs 3a00JeBaHMS, KOTOPBIH XapaKTepH3yeTcs 3HAYHUTENbHBIM
ocabIeHNeM WM TTOJHBIM MCUYE3HOBEHHEM CHMIITOMOB 3a00JIeBaHMs, B TOM YHCIIE 10 JAHHBIM
BBITIOJIHEHHBIX JIAOOPATOPHBIX 1 HHCTPYMEHTAJIBHBIX METOIOB HCCIIECIOBAHMSL.

Penuaue — BO3Bpar MposiBICHUN 3a00J€BaHMS, B TOM YHCIE W IO JAHHBIM JIA0OPATOPHBIX M

HUHCTPYMEHTAJIbHBIX METO0B I/ICCHCHOBaHl/Iﬁ .



CBo0OHBIE JIerKHe el HMMYHOIJI00YJIMHOB — JICTKUE LMK, HE CBSI3aHHBIC C MOJICKYJION
HMMYHOTJIOOYJIMHA ¥ LUPKYIHPYIOLIHE B TUIa3Me.
T-tpononun/ |-TpomoHMH  — OEJOK, KOTOPBIA COAEPXKHUTCS B CEPICYHOH MBIIIE U

BBICBOOOJK/1a€TCSl B KPOBB IIPH IIOBPEXKICHUN MHOKap/a.
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1. Kparkas undopmanus no 3a60/1eBaHHIO HJIH COCTOSTHUIO

(rpynme 3a00/1eBaHMIl MM COCTOSIHMIA)

1.1. Onpenenenne 3a00JeBaHUs WU COCTOSIHUS (TPYNIIbI 3200/1€BAHMI MJIN COCTOSIHUIA).

1.1.1. MoHOK/I0HAJILHASI TAMMANATHS € TOYeYHbIM 3HaYeHnem (MI'TI3) - OThOpMaTMPOBaHO: MEX/YCTPOUHBIN, MHOXUTENb 1,15
WH

K MOHOKIJTOHAJIbHOM raMMaItaTUH C MMOYCYHBIM 3HAYCHHEM OTHOCAT 3a00JICBaHUS TIOYCK,
pa3BUBAOMIMECS BCJIICACTBUC MOBPEKACHNSA MOHOKIOHAJIbHBIM I/IMMyHOFJI06yIII/IHOM, npu
9TOM TI'€MaTOJIOTUYECKHUE TapaMETpPhL B-J'II/IM(bOIlI/ITapHOFO HJIK TJIa3MaTH4Y€CKOI'0 KJIOHa HE

COOTBETCTBYIOT KPHTEPHSIM JJIsl Havana POTHBOOONYX0IeBoi Teparnuu [1, 2] .

1.1.2. AL aMHUJI0MUI03 - ( OTcopMaTUPOBAHO: MEXAYCTPOUHbIN, MHOXUTENb 1,15 )
WH

AL amunonnos (AL-A) - 3aGoneBaHue, Ipu KOTOPOM abeppaHTHbIC —IJ1a3MAaTHYCCKUE KIIETKU
(pexke  B-nmuMQouuTh) OPOAYHHMPYIOT  MOHOKJIOHAJIbHBIE  CBOOOMHBIE  JIETKHE  IICTIH
MMMYHOTJIOOyTHHOB, OTKJIA/{BIBAIOIIIECS B COCTaBE AMHIIONJA B PA3JIMYHBIX OpraHax, BBI3BIBas
nx mucoyskiuto.  CornacHo nocienHedt Bepcuu kiaccudukamuu BO3 2021 r. tepmun «AL
aMHJIONI03» 3aMEHEH Ha <«HMMMYHOIIOOYIHMH accouuupoBaHublii (AL) — aMuionmos»
paccMaTpHuBaeTcs B Hojpasjene «3a0oseBaHus, CBA3aHHBIC C OTJIOKCHHEM MOHOKJIOHAJIBHBIX
HMMYHOIJI00yTMHOBY pasferna «[lia3MokiIeToyHble HOBOOOpa3oBaHUs M Apyrue 3abojeBaHus,

CBsI3aHHBIE C TTapanpoTernHoM» [3].

1.1.3. POEMS CHUHIPpOM - ( OTcopMaTUPOBAHO: MEXAYCTPOUHbIN, MHOXUTENb 1,15 )
WH

POEMS cunapom — penkoe 3a00j1eBaHne, Ha3BaHUE KOTOPOTO TPEICTABISIET COOO0 akpOHUM W3
OCHOBHBIX CHHAPOMOB (TIONMHEHPOTATHsI, OpTaHOMET TN, YHIOKPHHOIATHSI, MOHOKJIOHATbHAS
ramMmarnarus, u3MeHeHus koxu) [4, 5]. B kmaccuduramun omyxoneii KpOBETBOPHOH CHCTEMBI
BO3 2021 . POEMS cuHIpoM OTHOCUTCS K IJIa3MOKJIETOYHBIM OILYXOJSIM KOCTHOIO MO3ra C
ACCOLMMPOBAHHBIM IAPAHEOIUIACTHYECKUM CHHApoMoM  [6]. Jpyrme HaszBanus POEMS
CHHIpOMA -  OCTEOCKJIepoTHYecKasi MuenoMa, cunapom Takarcyku (Takatsuki), curnpom Kpoy

— dyxkace (Crow—Fukase ) [7, 8].

1.2 OTHoJiorHsl M _NATOreHe3 3a00JeBAHUSI MJIM_COCTOSIHMS (TPYNNbI_3200J€¢BAHUI MU

COCTOSIHMIA).

1.2.1. MoHOKJIOHAJIbHASI TAMMANATHS ¢ MOYeYHbIM 3HAYeHHEM N OThopMaTMPOBAHO: MEXAYCTPOUHbIT, MHOXUTEND 1,15
WH
ITpu MI'TI3 abeppaHTHBIC IUTa3MaTHYECKUE KICTKH W/WIM  B—IMMQpOIUTEI CEKPETHPYIOT 3

MOHOKJIOHAJIbHBIH I/IMMyHOFJ'IO6yJ]I/IH, KOTOprﬁ IpsIMO HJIM OHNOCPENOBAHHO BBI3BIBACT

TOBPEKACHUC MTOYCK. HpI/I 9TOM OTCYTCTBYIOT AUArHOCTHYCCKHUE KPUTCPUHN CHMIITOMATHYECKON
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MHOKECTBeHHOM MuesnoMsl (MM), MakpornoOyianHeMud BanbIeHcTpema WM Pa3BEpHYTOM
CTaJUH XPOHMUYECKOTO JUMGONUTApPHOTO Jeiiko3a. IlmazmoxiierouHas WM JHUMQOIUTapHAS
HEOIUTa3Hsi COOTBETCTBYET ITapaMeTpaM MOHOKJIOHAIBHON IaMManaTUH HESICHOTO 3HAUCHUS,
Tieomedd MM,  Tielomel MakpornoOyinuHemMuH BanbaeHcTpeMa, MOHOKJIOHAIBHOMY B-
TMQOINUTO3Y, XPOHHYECKOMY JHM(OICHKO3y B HadadbHOH CTagud — 3a00JIeBaHHUAM, HPH
KOTOPBIX ~ IIPUHATA BBDKUJATENbHAs TAaKTHKAa B OTHONICHWH HAadala IPOTHBOOITYXOJEBOM
Tepanud. OJHAKO TMOpaKCHHE IIOYEK I1apalpOTeNHOM — IpsAMOE IIOKa3aHHe K  Hadaiy
KJIOHPEIYLUPYIOLIeH Tepanuy, HECMOTpS Ha «JOOPOKaYEeCTBEHHOCTh» JUM(OMIHOTO WM
IJIa3MaTHYECKOr0  KJIOHA. Baxnoit  ocobennoctero MITI3 sBisercs HedpdEKTHBHOCTH
CTaHJapTHOM HMMYHOCYIIPECCUBHOMN TepaIiu, IPUMEHsIEMO! B JIeUeHUH 3a00JICBaHUI ITOYeK, a
Taoke pasBuTHe B 90% ciyuaeB BO3BpaTHOH He(pomaTHM TpaHCIUIAHTaTa nocie
TpaHcIUTaHTanuu mouku [1, 2].

MITI3  xapakTepusyeTcs HH3KHM COAEpXKAaHHMEM IapalpoTenHa, He(pPOTOKCHIHOCTD
KOTOPOT'O CBSI3BIBAIOT C 0COOBIMU (hH3MKO-XUMUYecKHMH cBoiicTBamu. MITI3 — o6obuieHHOE
Ha3BaHHE  OOJBIIOrO CIEKTpa MOPAKEHHH I04YeK, MaTOreHe3 KOTOPBIX KMEET CBOU
ocobennocry. [Tpu npokcuManbHOI TyOynonatnu MoHokIoHANBHBIE CJIL] MMMyHOTIOOYIMHOB
BCJICJICTBUE MYyTallUd B BapuaOEIbHOM JOMEHE IEepecTaloT IOJBEPrarhCs MPOTEONIU3y HU
HaKaIUTMBAIOTCS B IIUTOIIA3ME KJIETOK B BHJE KPUCTA/UIOB. Takue KPHCTAIUIBI MIIM BKITIOYCHHS
C MOHOKJIOHAJIBHBIMU JIETKUMH IEMSAMH HapyIalT (QYHKIHWIO JU30COM H BBI3BIBAIOT
MOBPEXK/ICHHE KJICTOK NMPOKCUMAIIBHOTO OTAeNa KaHanbleB modek [9]. IIpu TpomGoTHYecKoit
MHKPOAHTHONATHH NApanpoTedH AaKTUBHPYET CHCTEMY KOMILIEMEHTA 10 KJIACCHUYECKOMY HJIH
aNbTePHATUBHOMY MYTH WIHM JEHCTBYeT KaK ayTOAHTHTENO MpoTuB Qakropa H, mpuBoms x
HOBPEXKICHHIO SHAOTeManbHBIX KieTok [10, 11]. TIpu C3 riiomepysionaTtii MOHOKJIOHATbHbIN
NMMYHOIJIOOYIMH aKTHBUPYET KOMIUIEMEHT II0 QJIbTCPHATUBHOMY IYTH, YTO INPUBOIUT K
ornokernio C3, BOCHANEHHIO W SHAOKAMWUIAPHON mpomudeparun [12]. Tlpu GomesHu
OTJIO)KEHUSI MOHOKJIOHAIBHBIX HMMMYHOIJIOOYJIMHOB MyTallid B BapHaOeIbHOM JOMEHE
HOPUBOAAT K THAPO(GOOHOCTH, U3MEHEHHIO 3apsija, aHOMAJIbHOMY INIMKO3WIMPOBAHUIO JIETKUX
ueneil. Takue MoHokmoHanbpHbie CJIL] oTkimanbBaioTCs B 0a3ajbHBIX MEMOpaHax COCYJOB,
KITyOOUKOB, M KaHAJbIEB, BBI3bIBas AKTUBAIMIO TpaHCopmupyromero Gakropa pocra f3,
HAKOIUICHHE MaTpuKca U (EeHOTHIHYECKHE M3MEHEHMs B Me3aHTMajbHbIX Kierkax [13]. Ilpu
OOJIC3HH OTJIOKEHUS TSDKENBIX IIeNel yTpara IepBOro KOHCTAHTHOTO JIOMEHA TSDKEJIOH Lenu
NPHBOANT K HAPYIICHHIO CBSA3BIBAHHSA C JIETKUMH LEMSAMH M CEKPEIHH CBOOOTHBIX TSKEIBIX

Hereif, KOTOpble OTKIa/ABIBAIOTCA B CTpyKTypax Hedpona [14]. TIpu  MOHOKIOHAJIBHON
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KPUOIIIOOYIUHEMHUH  (OPMUPYIOTCSI  OPraHU30BaHHBIE CTPYKTYPhl (MHKpPOTPYOOUKM WM
KPHUCTAJUIBI) BHYTPH MEIKHX apTePHOJ H KaMIUIIPOB KITyOOUKOB, YTO IPHBOIAUT K BOCIIAICHHUIO
M HapyLICHUIO TJIOMepYyJsipHOH npoHunaemoctd [1]. MuxporyOyisipHble neno3uTsl 0e3
KPHOTTIOOYIMHEMHH — XapakTepHbl Ui MMMYHOTaKTOMAHOrO riojomepyinonedpura [15, 16].
MOHOKJIOHANBHBI MMMYHOIJIOOYIMH MOXKET KPHCTAJUIM30BAaThCS M OCAKIATHCS B MEJIKHX
apTeproNiax, KammuLipax M KIyOOdKax, YTO BBI3BIBACT (HOPMHPOBAHWE KPHCTAIIMUECKON
He(pormaTii WM KPUCTAUTHYECKOro rucruounrosa [17, ].  Tlpu mnponupepaTuBHOM
raoMepynoHeppuTe € OTIOKEHHEM MOHOKIOHAIBHOIO HMMYHOINIOOYIMHAa — HapanpoTenH
OTKJIAJBIBACTC B KIyOOYKax, BBI3bIBAs AKTHBAIMIO KOMIIJIEMEHTa, BOCTTAJICHUE W

SHAOKAMUIIPHYI0 mponudepanuo [1, 2].

1.2.2. AL- ammionno3 « ( OTdopMaTMPOBaHO: MEXAYCTPOUHBIN, MHOXUTEND 1,15 )

o o uH, Mo3.Tabynsuuu: HeT B 5,05 cM
HpI/I AL- aMHJIONJ03€ aHOMAaJIbHbIN (1)0J'LI[I/IHF MOHOKJIOHAJIBHBIX CB060}1HLIX JICTKUX L CIICH -

(CJILT) “MMYyHOIJIOOYJIMHOB IIPUBOIUT K 00pa30BaHUI0 TOKCUYHBIX aMUIIOMJHBIX MYJIbTUMEPOB
U aMHJIOMAHBIX (UOPUILI, KOTOpbIE OTKIABIBAIOTCS B PA3IMUYHBIX TKAHSX, YTO HPHBOIAUT K
opranHoi mucyHkuun [19]. ITo HEKOTOpPHIM JaHHBIM, Ba)XHOE 3HAYCHHE B IATOrCHE3e
3aboNIeBaHMs MMEET TakXKe HapylieHue nporeonusa (aerpagauun Oenkos) [20]. CucremHbii
AL-A, B ormuume or MM, xapaxrepusyercssi B OONBIIMHCTBE CiIydaeB HEOOIBLIOW oieit
a0eppaHTHBIX IUIA3MATHYECKHX KIETOK B KOCTHOM Mosre (menee 10%) c HU3KOH
npomidepatuBHOi akTHBHOCTBIO. B 74—80 % ciyuaeB AL-A BBIBISIOT CEKPELHMIO
MOHOKJIOHAJIBHBIX JIETKUX Lene A-tuma [21, 22].

ITarorene3 AL-A u3ydeH He MOJHOCTHIO. JlOKa3aHO 3HAUYEHUE IeHETHYECKUX (PaKTOpOB, B
yacTHOCTH nojuMopdusma Hykieotuna 9344 B wmecre cmtaiicuara rema CCNDI,
kopupytomero uukane D1 u SMARCD3 (rs79419269) [23]. V 49—63% GonbHBIX B
IUIA3MaTHYECKUX KIIETKaX BBIABILIIOT XPOMOCOMHYIO TpaHciokammio t(11;14), y 19—28% —
ammumnukanuio 1021, y 14—26% — tpucomuu 5, 9, 15 xpomocom, y 30—36% OonbHBIX —
MoHocomuto/nenenuio 13q [24, 25, 26]. MeTo0M MOJHOrO HYKJIEOTHIHOIO CEKBEHHPOBAHUS
BBISIBJICHBI J[Ba 3apOJBILIEBBIX T'eHa 31 1 63, Koxupyromue 42% BaprHaOUIEHOTO PETHOHA JIETKUX
A-LleTiel, CTPOro acCOMMMPOBAHHBIX ¢ pa3BUTHEM AL-A (TeH 6a accOIMHPOBAH C MOPAKCHUEM
MOYeK, TeH 3§ — ¢ mopakeHneM MSITKHUX TKaueit) [27, 28].

AMUIION]], OTKJIA[BIBAsCh B TKAHAX, HPUBOAUT K PEMOJACIHPOBAHHIO U TUCGHYHKIHMH
opraHoB. B okcmepumeHTrax Obuta OOKa3aHa TaKKe IHpsMas  KapJHOTOKCHYHOCTH

HUPKYJIUPYIOIIUX aMUJIOUIOI€HHBIX Cﬂu I/IMMyHOF.]'IO6yJ'IPIHOB TOCPEACTBOM OKCUAATUBHOI'O
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cTpecca, amonTo3a KapAMOMHOLUTOB, aKTHBAllUM MHTOICH-aKTUBHPOBAHHON IPOTCHMHKUHA3BI
[105, 30].

AL-A, SBISISCH CAaMOCTOSITEILHOW HO30JIOTHYECKOH (OPMOI, MOXKET Pa3BHBAThCS TaKKeE y
nanueHToB ¢ MM u npyrumu B-kierounsiMu mumdornponudepatuBHbIMU 3a001eBaHUAMU. B
MOMEHT IuarHocTHku MM npumepHo y 15% marmmenToB BeisBsioT AL-A, y 1% 6onsHBIX AL-

A pazBuBaercs B fqanbHeitmem [31].

1.2.3. POEMS cunapom « | OTdpopMaTHPOBAHO: MeXAYCTPOUHBI, MHOXMTENb 1,15 |
WH

[Marorenes POEMS cuHIpomMa moOJHOCTBIO HE H3ydeH. Benyiuee 3HaueHHe B IaTOreHe3e
KIMHAYECKUX CHMIITOMOB MPHJAIOT MPOBOCHATHTENHHBIM IIUTOKHHAM, TAKHM Kak (akropy
pocra suporenusi cocynos - VEGF (vascular endothelial growth factor), uarepneiikun 1P,
unrepieiikud 6, uarepneiikud 12 [53, 33]. Haubosee TeCHO ¢ aKTHBHOCTHIO 3a00NeBaHHUS
Koppenupyet axrop pocra sugorenus cocynos - VEGF (vascular endothelial growth factor)
[53-44]. Tipu BosneiictBun VEGF Ha sHpoTe/ManbHbIC KIETKH —IOBBILIACTCS MPOHUIIAEMOCTD
COCYQHCTOH CTEHKH, YTO CIOCOOCTBYET MEpexoqy IUIa3Mbl K3 COCYAHCTOro pycia B
UHTEPCTUINI («CHHAPOM YTEUKH KammuLIpoB»). Takke yctaHoBieHo, uto VEGF ycmmBaer
HeoaHrnorexes [53-44].

Mopodonoruueckuii cydoctpar npu POEMS  cunapome mpeactaBicH abeppaHTHBIMH
TUIa3MAaTHIECKUMH KJIETKaMH B KOCTHOM Mo3re. ['eHeTndeckue UCCleJOBaHMS IIIa3MaTHIECKUX
KJICTOK BBISIBIUIM BBICOKYIO T€TE€POT€HHOCTh MYTAIL[IOHHOTO CIeKTpa. [10 HEKOTOPBIM JaHHBIM,
TpaHCKpUNIMOHHBIH npodmie npu POEMS curapome orimyaercs ot mpodwit npuy MM u
MOHOKJIOHAJIBHOI TaMMalaTHH HEsSCHOTO 3HAa4YeHHs. B 4acTHOCTH, MEeTOZOM MOIHOIK30MHOTO
CeKBEHHpOBaHUs ObUIO BhAEeHO 308 comarmuecknx myrtanmid B 285 reHax. [Ipu tapreTHOM
CEKBCHUPOBaHMU HIeHTHHIMPoBaHO 20 MyTauuii B 7 PEeKyppeHTHO MYyTHPOBABIIHMX IeHax:
KLHL6, LTB, EHD1, EML4, HELPHL1, HIPK1, and PCDH10. [IpaiiBepHbIXx MyTaluii,
XapakTepHbIX st MM, HailineHo He Obuto [45]. OpHako B APYrMX HCCIICHOBaHHAX IPU
TapreTHOM CeKBEHHpoBaHHM ObuT0 obHapyxkeHo 11 rexos (BIRC3, LRP1B, KDM6A, and
ATM), Bcrpewarommxcst  Ttake npy MM u  Al-ammnomzose  [46]. Tlpu a1om
MPOTHOCTHYECKOE 3HAaUCHHE T'€HETHYECKHX MAapKepOB HE YCTAHOBJICHO.

K ocobennoctsim POEMS cuHApOMa OTHOCHTCS CEKpelus MaparnpoTeHHa ¢ PECTPUKIHEH

nerkoi nenu ssiMoaa (y 95% naunuenros) [46, 47- 49].
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1.3 Dnugemuoaorus 3a00J1eBaHUs HIH COCTOSIHHUS (TPYNNBI 3200J1€BaHMIT NN COCTOSHUIA).

1.3.1. MoHOKJIOHAJIbHASI TAMMANATHS ¢ OYEYHBLIM 3HAYEHHEM < OTOPMaTUPOBAHO: MEXIYCTPOUHBIA, MHOXUTEND 1,15
UH

3aboneBaemocth M pacnpocrpaHeHHocts  MITI3 He wu3BectHa. Cpenu mNalMEeHTOB C
MOHOKJIOHAJIbHOI rammanaTtueid u mopaxenuem modek MITI3 moarBepxaaior B 38-40%

ciygaes [32, 50].

1.3.2. AL- amuiiongo3 b ( OTdhOpMaTMPOBAHO: MEXAYCTPOUHbBIM, MHOXUTEND 1,15 )
WH, MNo3.Tabynsaumn: HeT B 4,76 cM
ITo manubM peructpa CLIA, 3a6oneBaemocts AL-A cocraBiser 10—14 ciydaes Ha 1 MiH : Y

HaceJleHUs] B rof, a pacrnpoctpaHeHHocts 40,5 wa 1 mun [51, 52]. Menuana Bo3pacta BHOBb
3aboneBmIMX coctapisier 63 roma [52]. JlaHHBIX O pacpoCTpaHEHHOCTH U 3abosieBaemocti AL-

A B Poccuu HeT.

1.3.3. POEMS cunapom « | OTdpopMaTHPOBAHO: MeXAYCTPOUHBI, MHOXMTENL 1,15 |
WH

3a0oneBaeMocTh W pacnpocTpaneHHocTh POEMS  cunzmpoma He u3BectHa. [lo JgaHHBIM
uccrenoBanusi, nposeaenHoro B Snmonmn B 2003 romy, pacmpoCTpPaHEHHOCTh COCTABILIET
npumepro 0,3 Ha 100 000 uenosek [53]. Menuana Bo3pacra cocraBiserT 51 rof, MyKYHHBI
3a00JIeBAIOT Yallle, YeM KeHIUHBI [54].

1.4 Oco0eHHOCTH KOAHPOBAHUA 3200 1€BAHUNA WJIH COCTOSIHUS (TPYINbl 3200J1€BAHNNH HIH

€cOCTOsIHNI) 10 MeXIYHAPOAHOW CTATHCTHYECKOH Kiaccudukanuu 0oie3Hell 1 npodaem,

CBfI3AHHBLIX CO 3/10POBLEM.

C 90 — MHOXeCTBEeHHAsi MHEJIOMa U ApYyrue 1nja1a3sMOoKJIETOYHbIC 3a00J1eBaHus.

1.5 Knaccudukanus 3a60/1eBaHusI WIH COCTOSIHUSA (IPYNTNbI 3200/1€BAHNI MJIU COCTOSIHMIA).

1.5.1. MOHOK/IOHAIbHAS TAMMAINATHS € MOYEYHBIM 3HAYEHHEM « 0T OpMaTUPOBAHO: MEXAYCTPOUHLIN, MHOXMUTENb 1,15
WH

IMepeyenn HO30J10THi, KOTOpPbIE BXoaAT B rpynny MI'TI3 [1, 2, 32]
1. AL-amunounos
2. AH-amunonnos
3. bone3Hp OTIOXKEHN JIETKUX eNel HMMYHOTIO0 Y IHHOB
4. bone3Hb OTIOKEHUS TSOKENBIX IeTIe MMMYHOTIIO0 Y IHHOB
5. bone3Hb OTIIOKEHUS TSDKEIBIX U JITKUX LIeTel HMMYHOIJIO0YIHHOB
6. IlpomudepaTHBHEBIN IITOMEPYIOHEPPHT C OTIOKEHHEM MOHOKIOHAIBHBIX
MMMYHOTJIOOYJITMHOB
7. VIMMYHOTaKTOMHBIH rIOMEPYyIOHEGPUT
8. MoHOKIOHAIBHBIN (GUOPHUILISIPHBIHN TIIOMEpYJIOHe)pHUT

9. KpI/ICTaJ'IJ'II/I‘IeCKaSI rnogonuTonaTyusd, aCCounupoBaHHas € MOHOKJIOHAJTbHOM raMMaIiaTHel
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10. C3-rmomepyomnarusi, acCOMUPOBAHHAS C MOHOKJIOHAIBHOW TaMMaraTHei

11. TpomboTHUYECKass MUKPOAHTHOINATHS, ACCOLMUPOBAHHAs ¢ MOHOKJIOHATbHOM
raMmManaruei

12. KpuornobymiHemMuueckuii riaoMepyoHe(puT B paMkax Kpuoriaooymunemus I vm 11
THUIIOB

13. IpokcumanbHast TyOYIIOIATHs, ACCOLUUPOBAHHAS C JIETKIMH IIETISIMH

14. KpucranmmyecKkuil THCTHOLIMTO3

15. TyOynouHTepCTUIIMANBHBIA HEQPUT, ACCOLIMUPOBAHHBIN C MOHOKJIOHAJILHON
ramMmManaruei

16. (Kpro) xprcTauriodyIHHEMUYECKHiT TIIOMEpYIOHe(GPUT

17. Nnble (hOpMBI IIIOMEPYIIONaTHil, CBsA3b KOTOPBIX ¢ MOHOKJIOHAJIBEHOW raMMarnaTuei
JIOKa3aHa, B TOM YHCIe TJIOMEepYIOoHe()PUT, BEI3BAHHBIH aHTUTENIAMH K TTIOMEPYIIs PHOH
0a3anbpHOM MeMOpaHe ¥ acCOLMIPOBAHHBIN ¢ MOHOKJIOHAJIBHOM raMMariatieit, u

MeMOpaHo3Hasi He(h)pOnaTusi, aCCOLMUPOBAHHASI C MOHOKJIOHAJIbHOM raMmarnaTien

1.5.2. AL- amuironmo3 « | OTchopMaTMPOBaHO: MEXAYCTPOUHbIN, MHOXMTENb 1,15 |
WUH

HaubGonee obmenpunaToil cucremoil craaupoBanus AL-A SgBieTCs IPOrHOCTUYECKAs!
Mayo 2004 staging system and its European modifications 2013 and 2015, ocHoBaHHas Ha
ColepKaHUN MapKkepoB nopaxenus cepaua: T/l TpononuHa n N-tepmuHanbHOro (parMeHra
Hatpuityperndeckoro nentuaa (NT-proBNP) [5555].

Tabmmma 1.

Cucrema cragupoBanusi cucremnoro AL-A (Mayo 2004 staging system and its European
modifications 2013 and 2015)

IToka3arenn Cragus OB Menuana OB
(B Teuenue

3-x Jer)

He nocturnyra.

NT-proBNP 332 ur/x I: 06a Mapkepa HIKe YKa3aHHBIX 3HAUCHUH 100% 57% GOMbHLLX AKHBLL
[h BNP 81 nr/m) B TeueHue 10 yer

Il: omuH wMapkep BBINIE WM pPaBeH
T-rpononun 0,035 yYKa3aHHbIM 3HaYCHUSIM 55% 67 mec
HI/MJL Illa: oba  mapkepa BbIlIC YKa3aHHBIX
(o |-rporonmn 0,1 | snavermii, NT-proBNP < 8500 nr/x 52% 15 mec
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HI/MIT)
Ilb: ob6a  Mmapkepa Bbllle YKa3aHHBIX 19%

3nayenuit, NT-proBNP > 8500 ur/n

4 mec

B 2012 r. 6bu1a coznana HoBast cucrema craauposanus (Revised Mayo Clinic System) [56].
Tabnuua 2.

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

okazarenn 3nauenue Bannbl
T-TponoHuH > 0,025 ur/m 1 Gamn
NT-proBNP > 1800 rr/mi 1 Gamn
Pazanma CJIL] > 180 mr/n 1 Gayn
Yuciio 6a110B Cranus Meaunana OB
0 | He nocturnyra, 57% GonbHBIX
>kuBbI B Teuenue 10 jer
I 69 mec
1] 16 mec

ITpu nopaxeHUH MOYEK UCIOJB3YIOT IPOTHOCTHYECKYI0 cucteMy craauposanus Palladini G,
2014 ., oOcCHOBaHHYIO Ha CyTo4HOM porenHypun 1 CK® [57].
Tabmmna 3.

IIporHocTuyeckasi cucTeMa nopaskeHus nouexk mpu AL - amunonaose
(Palladini G, 2014)

BepositHOCTH pa3BUTHS
Cranus Tlapamerpbl TepmMuHaabHOI ctaguu XBII B
TedyeHue 3-X J1eT mocie
YCTAHOBKH IHArHO3a

1 [poTenHypust MeHee ST/CyTKH 0%
U CKD 6onee 50 ma/muH

I [poteunypusi 6osee Sr/cyTKI 7%
NJIN CK® menee 50 mu/mun

m IMpoTennypust 6oiee Sr/cyTKH 60%
U CK® menee 50 Mi/MuH
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1.6. Knunuyeckasi KAPTHHA 32001€BAHMS WM _COCTOSSHUS (Cpynnbl_32001€BAHUI_HWIN

COCTOSIHMIA).

1.6.1. MOHOKJIOHAJIbHASA TAMMANATHS C HOYEYHBIM 3HAYEHUEM < OThOPMaTHPOBAHO: MEXAYCTPOUHbI, MHOXWTENb 1,15
o WH
MITI3 - rpynna 3aboneBanuii, BKIovaromias B ce0s 17 Hozomornyeckux GpopM, OTINYAOIIIXCS

[0 TaToreHe3y, MOP(OIOTHIECKMM XapaKTePHCTHKAM, MOYEYHOMY OTBETY HA TEpalHio U
npornosy. Jist MITI3, nporekarommx ¢ IOpaKEHHEM KIyOOYKOB, XapaKTEpHbI Kakue
CHHIPOMBI TOPQKEHMSA MOYEK KaK  MPOTCHHYPHS, HEHPOTHUECKHH CHHAPOM, XPOHHUYECKAs
[OYeYHAasi HENOCTaTOYHOCTh, pPEXE — MHUKpPO- U Makporemarypus. IIpu mnpokcumanbHoM
TyOyJIONaTHH, aCCOLMUPOBAHHON C JISTKUMH LIETSIMH, pa3BuBaeTcs cuuapom Pankonu [58].
BapuaHnTel mopakeHus MOYEK B COOTBETCTBHE C IIApPAllPOTEMHOM M €ro (parMeHTamu

npezcrasiens! B Tabmure 4 [9 -16, 6018, Omnoka! Merounnk ceplikn ne nainen.59, 60].

Tabnuua 4.

Bapuantsl MI'TI3, accoumupoBaHHbIe ¢ MAapaNpPOTEeHHOM MU ero ¢pparMeHTaMu

Bapuant MI'TI3 [apanporeun

AL-ammiionio3 Mownoxknonamsabie CJIL] IMMYHOTIIOOYITHHOB
AH-amunonno3 Tspkenple Henu MMMYHOTJIO0YJIMHOB

bonesHp OTNI0XKEHUS JIETKUX Lenen MomnoxioHanbHble CJIL] ”MMYyHOTTIO0YIMHOB
HAMMYHOTJIO0yJIMHOB

bone3Hp oToXKEHU TAKENBIX 1eTen MoHOKJIOHAIbHbIE TSDKEIIbIe Lenu
HAMMYHOTJIO0yJIUHOB HMMYHOTJIOOyJTMHOB

Bone3Hp OTIIOKEHNS TSHKEBIX U JIETKUX WHTaKTHBIN MapanpoTenH

ernel ”MMYHOTJIOOyIIMHOB

[Tpomu¢epaTuBHbIii rII0MEpyI0HEDPUT C W HTaKkTHBIN MapanpoTenH
OTJIOKEHUEM MOHOKJIOHAJIBHBIX

HMMYHOIJIO0YJIMHOB

VIMMyHOTaKTOUHBIN riIoMepylioHe@pUT | VIHTaKTHBIH MapanpoTenH

Kpucranmnieckas mogonuTonaTus, VIHTaKTHBI MapampoTedH, MOHOKJIOHAJIbHBIC
aCCOLIMMPOBAHHAsI C MOHOKJIOHAJIbHOH CJIL iMMyHOTITO0YITHHOB

raMMarnaruen

MoOHOKIIOHANBHBIN (PUOPHILTSPHEIH WHTakTHBI mapampoTerH, MOHOKJIOHAJbHBIE
riaomepynoHedpur CJIL uMMyHOT100yTMHOB

C3-FJ’IOMepyJ'[OHaTI/I${, accouuupoBaHHas € WHTakTHBII napanpoTeuH
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MOHOKJIOHAJIbHOM raMManaTHen

TpomboTuueckas MUKPOAHTHOIATHS W HTakTHBIN NapanpoTenH
aCCOLUMMPOBAHHAsA C MOHOKJIOHAJIbHOM

raMmmarnaruei

KpuornobymaeMrdecKuii WHTakTHBINA MapanpoTenH
IJIOMepyJIOHe()PUT B paMKax
kpuornodynuaemun I umu 11 tunos

ramMmaliaTuu

[IpokcumanpHas TyOynaonaTus, MosoxnoHansHble CJIL] IMMyHOTTOOYITHHOB

accoquupoBaHHast C JICTKUMHU LCTIAMHU

Kpucranmnmaecknii THcTHONNTO3 VHTaKkTHRII TmapanpoTerH, MOHOKJIOHAIbHEIE
CJIL iMMyHOTIIO0YITHHOB
TyOynonHTepCTHIHAIBHEIA HEDPUT, MomnoxoHansHbeIe CJIL] nMMyHOTTIOOyTHHOB

aCCOHI/II/IPOBaHHHﬁ C MOHOKJIOHAJIbHOM

raMmarnaruei

I[Tomumo mmo4yek mpu HEKOTOphIX Bapuantax MITI3 B maTosorMueckuii mporecc MoryT
BOBJIEKATbCS M JIpyTMe BHYTpeHHHE opraHbl. CHCTEMHOCTb IMOPKEHHUs] XapaKTepHa s
AL/AH - amusionsi03a 1 60JIE3HN OTIOKEHHS JIETKHX/TSDKENBIX [eNell MMMYyHOTI00yIHHOB. [32,

130, 61].

OTcopMaTUPOBAHO: MEXAYCTPOUHbIN, MHOXWUTENb 1,15
WH

1.6.2. AL- amuiiongo3 -

AL-A — kpaiiHe reTeporeHHOe IO KIMHUYECKHM IPOSBICHUSAM 3a00JIeBaHHE C BO3MOXHBIM
BOBJICUCHHEM J000ro opraHa mmm cucteMbl. Hambonee wacro mopaxkaercs cepane (B 70%
cirydaeB), nouku (60-70%), sxesrynouHO-KUIICUHBIH TpakT U 1edeHb (20%), BereTaTuBHaAs U
nepudepuueckas HeppHas cucrema (15%), msarkue tkanu (15%). B 8-14% cny4aeB BBISBISIIOT
KOaryJIonarnio, 00ycIoBIeHHY0 aedunuroM (akropa X [62]. s moaTBepkacHHUs THarHO3a
JIOCTaTOYHO J0Ka3aTh oTioxkeHWe Al-aMuionza B OXHOM opraHe. BoBiedeHHe OCTaIBHBIX
BHYTPEHHHUX OPraHOB YCTaHABIMBAIOT Ha OCHOBAaHMU KJIMHUYECKHX JAHHBIX U  PE3yJbTaTOB
JIOTIOJIHUTENBHBIX METOMOB HMCCICHAOBAHMUS, JIMIIb B OTJACIHBHBIX CIIydasXx — THCTOJIOTHYECKOTO
uccienoanus [113, 62, 63].
Tabauua 5.

Kpurepuu nopaxenusi opranos npu AL -amunounnose
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IMopaskenue

opraHa

Knunnvyeckue

NMPU3HAKH

HOHOJ’IHI{[TQHLHBIQ METOAbI HCCJICAOBAHUSA

Cepaue

cepievHas
HEIOCTaTOYHOCTb,
ApUTMUS,
CHHKOIAJIbHBIE
COCTOSIHUS

1. OKI': Hu3kuil BoJbTaX, HWH(APKTONOLOOHBIE
N3MEHEHHS, HapyIIeHHs] PUTMA U IIPOBOAUMOCTH

2. DxoKT: YTOJLIEHUE MEXIKENYI0UKOBOH
meperopoaku  >12MM ®  Apyrue MpH3HAKK
CHMMETPUYHON THIEPTPOOHH MHOKapia JIEBOTO
JKETyHo4YKa I[P OTCYTCTBHM JAPYIHX IPUYHH,
peMoaenupoBaHue MHOKapza o
PECTPUKTUBHOMY THUIly (YBEIMYCHHE pa3MepoB
000MX TIpeAcCepIuid NMpPH YMEHBIICHUH pPa3MepoB
KEITYTOIKOB); CHmxeHne nedopmanmn
MHOKapia Ha ypoBHe O0a3albHBIX M CPETHUX
CeIMEHTOB €  COXpaHeHHeM Jedopmarun
BEPXYLIKH JIeBOro xenynodka (Meron STRAIN)

3. Mossiurerne NT-proBNP >332 nr/mi (ipu
OTCYTCTBHU IIOYEYHONU HEAOCTATOYHOCTH HIIH
GbuOpmILIAIMY peacepanii) u T- TpormoHnHA
6onee 0,035 ur/mn (I- Tpomonuna 6omnee > 0,1
HI/MJT)

4. MPT cepnua: cuMMeTprYHas THIIEPTPOd U
MHOKap/ia, 04aru CyosnuKapAnaaIbHOH,
HMHTpaMypalbHOW U TPAHCMYPAIbHOW 3aJepiKKU
HaKOIUICHUSI KOHTPACTHOTO BEHieETBa-CPEe/ICTBA
6€e3 COOTBETCTBHS C IOPaXKEHUEM KOPOHAPHOTO
Oacceiina.

5. DHIomunokapuansHast OUOICHS: BEISIBICHUE
OTJIOKEHUH aMHUJIONa B MUOKap/e

Mouxknu

He(pOTHUECKUI
CHHAPOM, XPOHHYECKas
00JIe3HB ITOYEK

1. HccnenoBanue CyTouHOM MO4U Ha OEJIOK -
HECENEKTHBHAS IPOTEHHYPHS OoJiee
0, 5 r/cyrku (dame HePOTHIECKOTO YPOBHS)

2. HUccnenoBanne KpeaTHHIHA CBIBOPOTKH KPOBH,
pacuer CK® - noBbIlIeHHEe KpeaTHHUHA
CBIBOPOTKH, cHIKeHne CK®D

3. BHoICHs TOYKH — BBISBICHHUE OTIOKCHUN
aMIJION/Ia B OMONTATe IOYKH

Ileuenn

CHJIbHOE MTOXYJIaHNE
rernaToMeranus
KeNTyxa
reMopparuyeckui
CHUHJIPOM

1.Y3U: yBenuveHne KOCoro pazmepa mpaBoi 1071
>15 cM IpU OTCYTCTBUU CEPACUHON
HEJIOCTaTOYHOCTH

2.MoBbIlIeHHE YPOBHS ILNENOYHON (ocdaraspl >1,5

pa3sa BBIIIE BEPXHETO 3HAUYCHHUS HOPMBI

3. Koarymnonatust

HepsHas

cucrema:

CUMMETpPHYHAs
CEHCOPHO-MOTOpHAas
M1O0JIMHEHPONaTHsL

1.9nexTpoMuorpadus: akCoOHaIbHas CECHCOMOTOPHAS
noJIMHeHponarus
2.buorncus KoXu: OTJI0XKEHUE aMUJION/1a B
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nepudepu-

HIDKHUX KOHEYHOCTEH:
OHEMCHHEC, NMAapECTE3UN,

HMHTPasIIMACpMaJIbHbIX HEPBaxX

yeckast
6016
aBTOHOMHAsl | OPTOCTaTHYECKast
TUIIOTEH3US,
racTpomnapes,
3a10p, HapyIIeHue
MOYEUCITYCKaHuUs,
9PEKTHIbHAS
IucyHKIHS,
OCHILIOCTB TOJIOCA
Mopaxenue | paHHEe HACHILIECHUE, buoricust  Jkelmyaka WM KUIIKH:  OTJIOXKCHUE
TOIIHOTA, PBOTA, 3aI0p | AMUJIOUZIA B CTPOME
JKeTyAKa U
W TUapes,
KHIIKH racTpomnapes,
MabadbcopOLus,
KpPOBOTEUCHHE
IMopakenue | MaKpOIJIOCCHS, buoricmss  mpum  Mumomatmu,  nuMGageHONATHH,
apTponaTHs, MOPAKECHUH KOXKH
MSATKHX
MOpakeHHEe KOXH,
TKaHeil MUONATHS WIIU
IceBAOrunepTpodus
MBI,
YBEJMUYCHNE
mM(paTHIECKUX y37I0B,
CHHJIPOM KapIiaibHOTO
KaHana,
CyOMaHAUO YA pHBIH
OTEK
Iopaxenue CyXO# Kamrens, oppimka | KT: mHTEpCTHINANbHBIE N3MEHEHNS], TIIEBPHT
JIErKHX
ITopakenue | THIIOTHPEO3, TOBBIIIEHNE THPEOTPOITHOTO TOPMOHA, CHIDKEHHE
. | XpoHHUeCcKas KOPTH30I1a B CBIBOPOTKE
LU TOBHIHOI
HaJII04CYHUKOBasI
JKesie3bl, HEJJ0CTaTOYHOCTh
HAANOYeYHUK
oB
Jpyrue obmrast cnabocTs, 1.VapTpasBykoBas ~ mommuieporpadust  cOCyOB
MOTEPS MacChl TENA, (apTepuii 1 BeH) HIXKHUX KOHEUHOCTEH
CHMITOMBI

nepeMexKaronas
Xpomorta,
KPOBOTOYUBOCTH

2.MccnenoBanue  COAEPKAHU
CBIBOPOTKE, IPOTPOMOMHA

¢akTopa X B
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1.6.3. POEMS cunapom « OT¢hOpPMaTMPOBAHO: MEXYCTPOUHbIM, MHOXMUTENb 1,15
WH
Knuamueckas kaptuaa POEMS curzipoMa 10CTaTOYHO reTeporeHHa, BO3MOXKHBI pa3INuHbIC :

KOMOMHAITMH CUMIITOMOB 3a0oneBanus. Yacrora BCTPEIACMOCTH KIIMHUYECKUX U NPYTUX

CHMIITOMOB yKa3aHa B Tabaune 1 [4, 7, 8, 35].

Tab6muna 6.

Yacrora BcTpeyaeMOCTH KJIMHHYECKUX M Apyrux npusHakos npu POEMS cunapome

CuMnTom/cHHAPOM Yacrora (%)
[TommueiiponaTus 100
Opranomerauus 45-85

®  remaToMerasius 24-78
®  CIUICHOMETaJIUst 22-70
e ymMbaaeHONATHs 26-74
Bbonesnp Kactnemana 11-25
OHJOKPUHONATHH 67-84
® HapymICHHUE MOJOBOW (YHKIUHU 55-89
e HapyuieHHe QYHKINHN HaIOYCYHUKOB 16-33
® TIOBBILICHUE CONICPKAHHS MIPOJIAKTHHA 5-20
® TMHEKOMACTHsI WM TaJlaKToppest 12-18
® caxapHbIil quaber 3-36
® THUIIOTHPEO3 9-67
VI3MeHeHUST KOXKU 68-89
® TUNEPHUTMEHTAIHs 46-93
®  aKpOIMAHO3 WU IJIETOPa 19
® IeMaHTHOMBI/TEICAHTHOIKTAZHH 9-35
® THUIEPTPUXO3 26-74
OTtexu 29-87
®  OTEK JAMCKa 3pUTEJHLHOr0 HepBa 29-64
e nepudepuIecKUe OTEKH 24-89
® acUuUT 7-54
® THIPOTOPAKC 30-43
TpombonuTos 54-88
TTomnuremus 12-19
Quaru ocTeocKiIepo3a 27-97
[1na3mMokIeTouHas TUCKpa3us 100
M-rpagueHT npu daeKkTpodopese 24-54
JlerouyHast runepTeH3us 36
[Moteps Maccel Tena 6onee 10 kr 37

OcHOBHBIM 1 o0s3atensHbM  npu3HakoM POEMS cunzapoma siBisiercst nmepudepudeckas

noiauHeiponartus. I[lonuHelponarus, Kak INpaBWIO, BOCXOAALIAs, CUMMETPUYHAs, CEHCO-
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MortopHasi. Heiiponatuio ¢ 6onpto HabmoaoT penko (y 10-15% nanueHToB), OOJIBLUIMHCTBO
(76%) manueHTOB OECIOKOAT MapecTe3Wd. IIpu ocMOTpe MOXKHO 3aMETUTh CTENNaXK IpU
xoms0e [4, 54, - ].

VY 30-50% manueHToB Ipyu OQTAIBMOCKONUH BBISBISIOT OTEK JIHMCKA 3PUTENILHOrO Hepsa.
JlpyruMu Ta3HBIME CHMIITTOMaMH MOTYT OBITh YXYAIICHHE 3PSHHs, IHUILIONUs, OOJb B riasax
[4, 67, 68]. Ilo HeKOTOpbIM IaHHBIM, OTEK JMCKAa 3pPHTEJILHOTO HepBa — (akTop
HeOJIaronpusiTHOro rporxHosa [69].

ITpu ocMoTpe BBIBILSIIOT XapaktepHsie st POEMS cunapoma M3MeHEHUs KOKH, TaKue
KaK THIEPIUTMEHTAIHs, TEeMaHTHOMBI, THIIEPTPUX03, TIOKPACHEHNE WIIH I[HaHO3 KOHEYHOCTEH
IpH ONyCKaHWM BHM3, aKpPOLMaHO3, Oeible HOI'TH, M3MEHEHHs KOHIEBBIX (ajlaHr IO THILY
«0OapabaHHBIX MaJO4YeK», CKIEPOJACPMONONOOHBIM CHHAPOM, MOKPAaCHEHHE KOXKH, aTPO(QHI0
MBIIII] JHTa. B psiae cirydaes quarHoCTHPYIOT Kanmbnubuiaakcuo [4,7, 70, 71].

[Nepudepndeckne W MONOCTHBIE OTEKM — dacToe mposisieHne POEMS cuagpoma.
[TaToreHes pa3BUTHsI OTEKOB CBSI3BIBAIOT C CHHAPOMOM «YTEUKH KAIWULIPOBY U3-3a IOBbILICHUS
NPOHUIIAEMOCTH cocyaucToit crenku [4, 35]. TIpu GHOXUMHYECKOM HCCIENOBAHUU COCTAB
ACLIMTUYECKON KUJIKOCTH COOTBETCTBYET 3Kccynary [68].

VY nanuenroB ¢ POEMS cuHApOMOM OTMe4eH IOBBILICHHBI PUCK apTepHANBHBIX U
BEHO3HBIX TPOMO030B. TpomboTHUIeCKHE OCIoXKHEHNs pasBuBatoTcs y 30-40% marmenros [73-
75]. K dakropaM prcka apTepHaIbHBIX TPOMOO30M OTHOCSAT IOBBIIICHHE  T'e€MOIIO0HHA
/remaTokputa, TpoMboIKTO3, osbinieane VEGF, ciuienomeramuio [75].

ITpu ¢u3nueckoM oOciIenOBaHMKM OOpAl[AlOT BHUMaHWE Ha Takue mposiieHus POEMS
CHHZIpPOMa KaK JTUM(aJeHONATHIO, TeIaTo — U CINIEHOMETaJIHIO.

XapakTepHbI SHJOKPHHHBIE HapyIIeHHs, B TOM YHCIE THIOTHPEO3, TMHEKOMACTHs,

HapyILeHHEe MEHCTPYaJIbHOM U CeKcyalbHOU QyHKuuu [4, 7].
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2. luarnocTuka 3a00J1eBaHus WU COCTOSAHUSA (TPynnbl 3200JeBaHN A U
COCTOSIHM), METUIITMHCKHE MOKA3aHUA M MPOTUBONOKA3aHUA K MPHUMEHEHHUI0

METOAOB JTHATHOCTUKH

2.1. MOHOKJIOHAJbHASI TAMMANATHS C 0YE€YHbIM 3HAYEHHEM.

Juarno3 MITI3 ycraHaBIMBaOT IIPH HAMYHU J(BYX OCHOBHBIX Kputepues [1, 2]:
1. Hammuue MOHOKJIOHAIBHOW CEKPEIMH B CHIBOPOTKE H/MIIM B MOYE
2. JlokazaHHas  B3aMMOCBf3b MApampoOTeMHA C IOPAXCHHEM I0YeK Ha OCHOBAaHHH
HMMYHOMOP( OJTOTHYECKOr0 NCCIIeOBAHMS OHONTATA TOYKU
Kommenmapuii:

VIMMyHOXMMHYECKOE HCCIICIOBAaHUE JTOJDKHO BKIIIOUATh OMpPE/IC/ICHUE COOTHOIICHUS OEIKOBBIX
¢paxmuii MeTogoM 3neKTpodopesa, Hecae10BaHHEe MOHOKIOHATbHOCTH HIMMYHOTTIO0YITHHOB B
KPOBH METO/IOM NMMYHO(UKCAIINH, OIpe/ieNieHHe COfepKaHue CBOOOHLIX O JIETKIX6H IenciiH
KaIla B KPOBM ¥ CBOOOIHBIX JICTKUX LieTel SIMO/1a B CBIBOPOTKE KPOBH, ,HCCIICIOBAaHUE
MOHOKJIOHAJIbHOCTH HMMYHOTJIOOYJIMHOB B MOYE€ METOJJOM UMMYHO(MUKCAIINH, UCCIEIOBAaHNE
YPOBHSI HMMYHOTJIOOYJIMHOB B KPOBH:- C KOJIMYECTBCHHBIM OIIPE/IeJICHEM MOHOKJIOHAIEHOTO 1
MOJIUKIOHAJIBHBIX UMMYHOIJIOOYJINHOB. Onpenenenue coneprxanus CJILY
HMMYHOTJIOOYJTMHOB CHIBOPOTKH_CJIEAYET BHINOIHATS METOROM He(eIOMETPUH NI

Typbonumerpuu [1, 2, 76].

C nenbto nonHoneHHoi auarsoctuxu MI'TI3 mopdonoruyeckoe uccnenoBaHue MOYEUHON
TKaHU  JODKHO  BKIIOYaTh  I1aTOJIOT0-aHATOMHYECKOE  HCCIICJOBAaHHE  OHMONCHHHOIO
(omepanoHHOr0) MaTeprasa MOYKU ¢ MPUMEHEHHEM HMMYHOXUMHYECKHX METONOB [2]
CBETOONTHYECKOE UCCIIEIOBAHNE BHIOJIHSIOT C IPUMEHEHHEM OKPAcOK: TeMaTOKCHINH/Y031H,
LN K-peakuus, cepedpenue no Jxoucy, KoHro-por, TpuxpomaibHas okpacka no Maccony,
OKpacKa Ha 3JIACTUYECKHE BOJIOKHA. [TaTtonoro-aHaToMu4ecKoe HCCIEOBaHNE
OHOICHITHOTO (OIepallnOHHOT0) MaTepHaa IIOYKH C IIPIMEHEHHEM HMMYHOTUCTOXHMHIYECKIX
METO/JJ0B HEOOXOAUMO ISl BBISIBICHUS B IOYEUHOI IIAPEHXUME JICTIO3UTOB MOJICKYII
MOHOKJIOHAIEHOTO IMMYHOTI00ynrHa (manens antuten k IgA, IgM, IgG , IgD, kanma u nambxaa
nerkuM uersiM, C3, C1q). B psne ciryqaeB IMMyHOMOP(OIOrHYECKIE METOABI JOJDKHBI OBITh
JIOHOJIHEHBI SH3UMHBIM JIEMaCKUPOBaHUEM SIUTOIOB aHTUT€HOB MOHOKJIOHAJILHOT'O

HMMYHOTJIOOYJIMHA, YTO MO3BOJIsIET Oosiee 3¢ dexTrBHO auarHoctupoBars MI'TI3.
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VABTPacTPYKTYypPHOE UCCIICIOBAHHE MTO3BOJISIET OLCHUTh CTEIICHb OBPEXKACHUS CTPYKTYpP HOUKU
Ha CyOMHKDPOCKOIIMYECKOM YPOBHE M XapakTep ACMO3MTOB, 0OPAa30BAHHBIX MOHOKIOHANbHbIM
benkom  (opeaHusoganmHvle, Heopeanuzosauuvie). Ilocnednee  ABNAeMCs  KIHOUEGbIM 6
ougpepenyuanvroii ouaznocmuxe maxux gpopm MI'TI3, kKak uMMyHOMAKMOUOHbLIL,
ubpunIspHbIL, KPUOTOOYIUHEMUYECKUU 2ToMepYIoHedhpumbl u Op.
Buiweonucannvie n00xo0vl Kk MOpgoaocuyeckoll OuasHocmuKe O0JIHCHbI OblMb 0CYUjecmeieHbl
UCKTIOUUMENLHO 8 GbICOKOCNEYUATUSUPOBAHHOU U XOPOWO OCHAWEHHOU MOpdoaouyeckoi
Jaabopamopuu, 20e 6ce HeoOX00uMble MemoouKu OyOym npumeHeHbl U OYeHeHbl ONbIMHbIM
Hegponamonozom [1, 2].

B psode cayuaes, Hanpumep npu  nponUpEPAmUGHbIX  210MepYIOHeGpUMAx ¢

MOHOKIOHATLHBIMU OeNO3UMAami, NApanpomeur He yOaemcs 8ulagums ¢ Kposu u ¢ moye [17 ].

2.1.1. KanoObl U aHAMHE3.
eV Bcex nauuentoB ¢ MI'TI3 mpu nepBUYHOM IpHeMe peKOMEHIyeTcsl THIATeNbHBIA cOop

kaino0 1 anamHe3a. CiexyeT 0OpaTUTh BHIMaHKE Ha CIICAYIOIINE IPH3HAKH |
* nepudepryecKue OTEKHU, OJBIIIKA IPH X0Ab0E U B IIOKOE;
*  apTepuajbHOE JaBlICHHE
° KOJIMYCCTBO U IBET MOYHU
e [Ipu paccrpoce OIEHHMBAIOT TaKke oOummi craryc mamueHta mo mkaite ECOG (cwm.
npuwioxenune ['1), u komop6uauocts [58, 78].

YpoBennb yoeauTeabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB — 5).

2.1.2. ®usukanbHoe 00C/IeI0BaAHUE.
e V¥ nmanuentoB ¢ MI'TI3 npu ocmoTpe ciienyer o0paTuth 0co00e BHUMAHHE Ha CICAYIOIINE

TIpU3HAKHU l[2] :‘ A p ([AP2]): Vcrounnka Her B
OTKPBITOM JiocTyTie. ECH BO3MOXKHO, 106aBbTE B KOMMEHTapHI

TIOATBEPXKICHHUE.

® I[BCT KOXH U CIIU3UCTBIX

Jil p ([AP3R2]): Vcrounuk 2
HEPEJICBAHTEH B OTHOLICHUH BHEIIHUX MIPU3HAKOB MAIlMEHTOB.

* OTCKHU HHXKXHHUX KOHe'{HOCTeﬁ, TE€HEPAIN30BaHHbIE OTCKU (aHacapKa);

*  yBEJMUYCHHE JIMM(ATHICCKUX y3IIOB;
*  YBEIHMYEHHE Pa3MepOB MEYCHH U CEJIC3EHKH;
e Mero10M NAJBNALUU, NEPKYCCUH, AYCKYIbTALMHU ONPEIEISIIOT
*  OTEKU HWIKHUX KOHEUHOCTEH;
*  T'MIPOTOPAKC, aCLUT;
* JmM(aIeHONATHIO;
*  pa3Mepsl ICUECHHU U CEJIC3ECHKU;

° __apTepuaibHOE JaBJICHUE JIEKa U CUMS,
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YpoBeHns yoenureabHocTn pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeIbCTB — 5).

2.1.3. JIaGopaTopHble THATHOCTHYECKHE NCCIEA0OBAHMUS .

Bceem nanuenrtam ¢ nopospenuem Ha MI'TI3 npu nepBUYHOM UM HOBTOPHOM IIpHEME,
Il YTOYHCHHUA COCTOSIHUA U BLIpa6OTKPI aﬂeKBaTHOP’I TCpaHeBTPI‘-IeCKOP’I TaKTUKH
PeKOMEH/1yeTCsl BEIITOJIHUTE CIICAYIOIIHE JJab0paTOPHBIE HCCIICIOBaHUS:

o0mmii (KIMHAYECKH) aHalu3 KPOBH C ONpEIeNCHHEM COJCpKaHHs TIeMOrioOuHa,
OPUTPOLMTOB,  TPOMOOLMTOB,  JEHKOLUTOB, AU EPSHUNPOBAHHBIM  IOJCYETOM
JICWKOIMTOB (JIeHKonuTapHas (opMysia) ¥ HCCICAOBAHUEM YPOBHS PETHKYJOIHUTOB B
KPOBH, HCCIIEZIOBaHUE CKOPOCTH ocenanus spurporuto (COJ) [ 78];

00wwmi (KJIMHAUYECKHUiT) aHau3 mouu [78];

orpe/iesicHne KomuecTBa Oenka B cyTo4Hoit Moue [ 78];

aHAIIM3 KPOBH OMOXMMHYECKHI O0IeTepaneBTHIecKuii (McciiejoBaHie YPOBHS 00IIero
OeJKa B KPOBH, HCCIICIOBaHHE YPOBHS aTb0yMUHA B KPOBH, OIIPEICICHUE aKTHBHOCTH
naktaraeruaporenassl B kposu (JIJIT), uccnenoBaHne ypoBHs MOYEBUHBI B KPOBH,
HCCJICIOBAaHUE YPOBHS KPeaTHHUHA B KPOBH, HCCIICOBAaHHE YPOBHS 00IIEro OMIMpyOrHa
B KPOBH, OIpEJeNIeHne aKTHBHOCTHU acllapTaTaMHHOTpaHC(epasbl B KPOBHU, ONPEIEIICHUE
AKTUBHOCTH JIAHMHAMHUHOTPaHC(epasbl B KPOBH, OINPE/ENICHIE aKTHBHOCTH LIEIOYHOI
(hocdarassl B KpOBH, HCCICAOBAHHE YPOBHSI KaHsl B KPOBH, HCCJICIOBAHUE YPOBHS
001I1ero Kanblys B KPOBH, HCCIIEA0BaHNUE YPOBHsI XoJiecTeprHa B kposu [78];
KOaryJorpaMmy (OpHEHTHPOBOYHOE HCCIICI0OBaHIE CUCTEMbI TEMOCTa3a) ¢ OmpeeICHHEM
HpOTpOM6I/IHa, AKTUBUPOBAHHOI'O YaCTUYHOI'O TpOM6OHHaCTI/IHOBOFO BPEMCHU,

HCCIIeIOBaHreM YPOBHsI (pubpuHoreHa B kpou [ 78];

YpoBens ydeaureibHocTH pekoMenganuii C (YypoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 5).

Bceem mnanuentaM pexkoMeHAyeTCs OIpeAeNUTbh KIUPEHC KpeaTHMHHMHA U CKOPOCTh
KITyOO4YKOBOH (UIBTpalMu pacdeTHHIM MeTtonoM mo dopmymnam CKD-EPI s yrounenus
COCTOSIHUSI (DYHKIUM TOYEK W OINpEeeNICHUs HeoOXOAUMOCTH MOAU(UKAIINA Teparuy WK
J103 TPEeMnapaToB IPH HAJIMYUH [OYSYHONW HEAOCTATOYHOCTU M/HIIH OIIpe/e/IeHHs I0OKa3aHUi

K Ha3HAYEHMIO TemMoauaimsa [78];

YpoBens yoeaureibHocTH pekoMenganuii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5).

BCEM IallieHTaM C OOJIe3HBIO JEIO3UTOB JICTKHX/TSDKEIBIX Ierell He0OXOIMMO HCKIIIOUUTh
BOBJIEUEHHE CepAlla B TAaTOJIOTrHMYecKHit mporecc. IlokazaHo  HccIelOoBaHUE YPOBHS
TporonuHOB |, T B KpoBHM M HccleqoBaHHSA YpOBHA N-TepMHHaIbHOTO (parMeHTa

HaTpuilyperudeckoro mponenrtuia Mosrosoro (NT-proBNP) B kposu l[59, 60]. ]
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A p ([AP4]): Iloauoii Bepcuu
HMCTOYHHMKA HET B OTKPBITOM J0CTYII€, HEBO3MOKHO HH
TIOATBEPANTH, HH ONPOBEPIrHYTh €0 PEJICBAHTHOCTE TE3HCY.
VTouHuTE PEICBAHTHOCTH HCTOYHHKA HITH HUG&BLTC
PeJIeBaHTHBIH.

Jil p ([AP5R4]): O6a ucrounuka He
cojiepyKaT yIOMHHAHUI O IPOBEICHHH UCCIIEI0BAHMI
TPOIOHMHOB M HATPHITyPETHYECKOrO IIPOIeNnTHa?




YpoBeHs yoenureabHocTn pekomenganuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB 5).

e Bcem mammentam ¢ MITI3  pexomeHayercsi BBINOJIHUTH LIUTOJIOTHYECKOE HCCIICIOBAHUE
Ma3Ka KOCTHOTO Mo3ra (MHeJorpamMmMa) AJIsl IOATBEP:KAeHNsT 1 (JOPMHUPOBAHMSI AHATHO32
[78]

YpoBeHnb yoenuTebHOCTH pekoMenganuii C (YpoBeHb J1O0CTOBEPHOCTH A0KA3ATEIbCTB
5).

e Bcem nanuentam ¢ MI'TI3 pexoMeHayeTcs BBIIOIHHUTD AaTOJIOI0-aHATOMUYECKOE
HCCIe0BaHIE ONONCHITHOTO (ONIepanOHHOr0) MaTepraia KOCTHOTO MO3Ta, IpH
HEOOXOIMMOCTH MaTOIOr0-aHATOMHYECKOE HCCIIe0BaHNEe ONOIICHIHHOTO (OIepaiOHHOT0)
Marepuraa KOCTHOTO MO3Ta ¢ IPUMEHEHHEM UMMYHOTHCTOXHMHYIECKHX METOJ0B IS

MOATBEPXKACHUS 1 GOpMYTHpOBaHus quarnosa [1, 2, 78].

KomMmenTapmii: mopgonocuneckum cyocmpamom — MITI3 mozym Ovimb Kak KiOHATbHblE
naasmamuieckue Kiemku, max u B-num@oyumer. Tounoe onpedenenue mopghonocuueckozo
cybcmpama onpedensiem mMakmuxy Kioupeoyyupyoweii mepanuu. Ilo cemamonozuueckum
napamempam  IUM@OUOHAA/NAAMOKIEMOYHAS.  HEONIA3UsL Modcem  cOOMEemcmeosanms
MOHOKIOHANLHOU — 2amMManamuy,  mielowel  @Qopme  MHOICECMBEHHOU — MUETOMbL  UTU
Makpoznobyrunemuu Banvoencmpema, monoknonansHomy B-xnemounomy numgpoyumosy unu
xponuueckomy aumoneiikosy ¢ cmaouu 0-11 (no Rai) unu A, B (no Binet). B smoii cesnsu
oonoanumenvHvle 2emamonocuieckue 00C1e008anus — GbINOIHAEMCS 6 COOMEemcmeaue ¢
KIUHUYECKUMU PEKOMEHOayul 071 KaxicOol OmOeNbHOU HO3002UU.
. [l'[pn orcyrcTBuM  nmMdonurosa  mepudepudeckoit kpou Gomee 5,0 x 10 ¥,
mM¢aIeHONAaTHH, JMMQOUTHONH HWHQMIBTPAMA KOCTHOTO MO3ra BCEM IalieHTaM

PEKOMEH/I0BAHO PIMMyHO(l)eHOTI/IHI/I‘{ecKOC HCCIICIOBAaHUC OHOJIOTHYECKOTO Martcpuaia

(ma3MaTHYecKuX KJIETOK KOCTHOTO MO3ra) METOIOM MPOTOYHOM HHUTO(IYOPHMETPUH C
ucnonp3oBanueM manHeau  CD138/CD38/CD45/CD19/ CD117/CD56/CD28  mns
MOJTBEPIKIEHNS a0EepPaHTHOCTH [IA3MATHYECKUX KIIETOK [ ]. Ilpu mapanporenHemMun
M mnasens uccnenoBanus gomnoiusor CD20, CD22 u CD79a [79].

» Tlpu mampouutose mnepudepuueckoil kpou 6omee 5,0 x 10%m BceM manmeHTaM
PEKOMEHIOBAHO  MMMYHO(EHOTHIIMYIECKOE HCCIIeNOBaHIE JUM(OIMTOB KPOBH C
ucnons3oBanueM na"emu anturen CD19/CD5/CD23/CD20/CD79b/CD22/CD81/CD160,

K JIETKHM [ETSIM FMMYHOTJIO0YJIHHOB [ 1.
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* Ilpu mumdaneHoOnaTUy W/WIM CIJICHOMETadud NpU  aOCONIOTHOM YHCHE JUM(OLUTOB

nepudepuueckoil kpoBn Meree 5,0 x 10 %1 BceM narMeHTaM peKOMEHJOBAHA OHOICHS

JTMM(ATHYECKOTO Y371, TPEaHOOHOICHS HIIH OHOTICHS TIOPRYKEHHOTO opraHa [ 1

Yposens yGequrennHocTu pexomenganuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbLCTB 5).

Ilpu mapanporenHemMun M peKOMEHIOBAHO BBITOJHCHHE MOJICKYIIAPHO-TCHETHIECKOTO
HccienoBaHus TouedHo myTtanmu P.L625P B rene MYD88 meromom IILP u CXCR4WHIM
[78,79].

YpoBeHns yoenurteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KAa3aTeJIbCTB — 5).

2.1.4. MHCcTpYMeEHTAJIbHbIE AHATHOCTHYECKHE UCCIIeI0BAHMSI,

Bcem mnanuentam npu  ycraHoBieHuu auarHosa MITI3 u  mia3MOKIETOYHOM MM
mMQOIUIa3MOIIUTAPHOM KIIOHE PeKOMeHAYeTCsl BBIMONHUTh Hu3KoposHyio KT Bcero
CKelleTa WM TIO3UTPOHHYIO SMHCCHOHHYIO TOMOTpa(Hio KOCTeH, COBMEUIEHHYIO C
KOMITbIOTEpHOM ToMorpadueii Becero tena ([IIT-KT) as yroyHeHHs MOpaxkeHHs KOCTEH,
BBIABJICHHS KOCTHBIX U SKCTPaMENYIIAPHBIX IUIA3MOLMUTOM C ONpPEICICHHEM HX Pa3MEpOB

[78, 79, 82].

YpoBens ydequreabHocTH pekoMenaanmii C (YypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5).

Bcem mampeHtam ¢ OOJIC3HBIO JETMO3UTOB JITKMX WJIM TSDKENBIX LIENeH Tepel HadaloM

Tepamuu Uil WCKIIFOYCHHUs] OKCTPAPEHAIBHBIX IMOPaXeHWH (cepAua W II€YEHH)

peKOMeH/IyeTcsl BBIIOIHUTD CICAYIOIINE HCCIIe0BAHNS:

* snekrpokaparorpadwuio [60, 78];

*  XONTepoBCKOE MOHHTOPHPOBAHUE CEPAEYHOr0 puTMa (110 IIOKA3aHHUSIM);

*  oxokapauorpaduro (110 BO3MOXXHOCTH C IPUMEHEHHEM COBPEMEHHBIX METOIUK TKaHEBOU
Jornmiepomerprn) (1o nokasanusam) [60, 78];

-_[ynLTpa33y1<osoe HCCJICIOBAHNE OPTraHOB OPIOLIHOM MOJOCTH (KOMILJICKCHOE) Kno

IOKA3AHHMAM) |

A p ([AP6]): B ucrounuxax 79 u 80
HET MH(OPMAIUH O IIPOBE/IEGHUH HMMYHO(DEHOTHIIHPOBAHMSI C
HCIIOJIB30BAHUEM TTAHCIIH CO BCEMH YKa3aHHBIMU CD.

Heobxoanmo ao6asutb pefieBaHTHble UCTOYHUKU

( A p ([AP7]): Vicrounnku

*  KOMIIBIOTEPHYIO TOMOTpahHI0 OPraHoB OPIONIHOI MOJIOCTH (TI0 ITOKA3aHUSIM);
* IlpunensHas peHTreHorpadus opraHoB rpyaHoil kietku s KT opraHoB rpymaHoi

TOJIOCTH (TI0 MOKA3aHUAM);

YpoBeHnb yOequreabHOCTH pekoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 0KA3aTeJlbCTB

-5).

2.1.5 HHble AHATHOCTHYECKHE HCCIEI0BAHMS.
Her.
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HEpENICBAHTHBI B OTHOIICHHH JaHHOTO HCCIICI0BAHHS.
Heobxommmo 106aBUTE pesicBAHTHBIC HCTOYHMKH WK yOpaTh
PEKOMEH IAIIHIO

A p ([PUr8]): npu MITI3
BBIMONHSIOT 0OCIIEI0BAHHS 110 IIPHHIHIIAM
smMdonpoHdepaTHBHBIX 3a60eBanHmil. ITO yKazaHO B
HcTouHKKe 78. PexoMeHaamuu mo 00ciieI0BaHHIO H JICYCHH IO
6ompHBIX ¢ MTP3 1 POEMS cnaApOMOM pa3MeIIeHs! B
xinHHYecknx pekomeHmanusx NCCN 1o MHOXeCTBEHHOM
muesome. [ToaTomy cebiika cooTBeTcTBYeT MM.

JJIsl BCEX BMEIIATCONIBCTB B TE3HCE.

o6 p ([AP9RS8]): Ccruika
COOTBETCTBYET [0 BCEM IT€PEUHCICHHBIM BMEIIATEIECTBAM KPOME
Y3U Opro1mHoii MOIOCTH.

HeBosmoskno ouennts Y/l u YVYP ecnu ceblika peneBaHTHA HE




2.2. AL - amuaonao3

Kpurepuu ycranosneHus auarso3 AL- amuonosa [62, 63]:

1. Hamuume Oenka-amuiona B J000i TKAHU W/WJIKM OpraHe, MOATBEPKICHHOE JaHHBIMH

THCTOJIOTHYECKOI'0 HCCICOTOBAHUA (OKpaH.H/IBaHPIe «KOHI'O-KpaCHBIM» KpaCHUTEJIIEM CO

CHCHI/I(I)I/I‘{CCKI/IM 3€JICHBIM CBEYCHHUEM B ITOJEIPU30BAHHOM CBeTe);

JlokazaHHasi CBSI3b aMMJIOM/Ia C MOHOKJIOHAJIBHOHM JIETKOW IIETIbI0 UMMYHOIJIOOY/IHMHA
(MMMYHOTHCTOXUMHUYECKOS/IMMYHO(ITyOPECIICHTHOE UCCIIEI0BAHUE aMHIIoN/a,

HpOTeOMHLIﬁ aHaJIM3 Ha OCHOBE€ MAaCC-CIOCKTPOMETpUU HIIN I/IMMyHO'I)IIeKTpOHHOﬁ

MHUKPOCKOIINH aMI/IJ'IOI/I,Z[a);

IlopaskeHuss OpraHOB-MHILICHEH BCIICACTBUE aMUIONI03a (TIOYKH, MeYeHb, CEpAle,

JKEITyI0YHO-KUIIEYHBIH TPAKT, HEpBHAS CUCTEMa, TMM(aTHIECKUe Y376l U T.11.);

2.2.1. KanoObl u aHAMHE3.
VY Bcex ManneHToB ¢ moo3peHneM Ha AL-A mpu nepBUYHOM IpHEMe peKoOMeHyeTcst

TIIATEbHEBIN C60p ’Kajo0 ¥ aHaMHE3a. Cne)lyeT 06paTI/ITI) BHHUMAaHHC Ha CJICAYIOUINE IPU3HAKU

[83]:

c11aboCTh, MOBBILICHHAS] yTOMIISIEMOCTD;

moTepsi Beca,

neprdepruuecKre OTCKH, OJBIIIKA IPU X0I60€ U B MTOKOE;
OCHILJIOCTh TOJIOCA;

CyXOCTb BO PTY;

yBEJMYCHHE Pa3MepOB sI3bIKa, AUCKOM(OPT IIPH pasroBOpe, JKEBAHUM;
OpTOCTAaTHYECKas THIIOTCH3NUS;

0OMOPOYHBIE COCTOSIHUS;

00JI B MBIIIIIAX;

paccTpoIicTBa CTyJIa: qUapest Hild 3allopbl;

HEMPOH3BOJIILHOE MOYCUCITYCKaHUE, Te(eKalus;
KETYIOIHO-KUILICYHOES KPOBOTCUCHHE;

HapyIICHUE PUTMa CEPINa;

CHHJIPOM KapraisHOro kanana (60Jib 1 OHEMEHHE TTANbIEB PYK);
WHCYJIBT, TPAH3UTOPHBIE HIIEMUYECKUE aTaKH,

napecte3nu (OIIyIIEHIE OHEMEHHSI, MyPAIIICK, KKEHHS CTOI );

KPOBOTEYECHUA U3 HOCA, IC€CEH, TOABJICHUC CIIOHTAHHBIX CUHAKOB UJIA T€MAaTOM,
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e Ilpu paccrpoce OLEHUBAIOT Takke o0muil craryc nanuenta no mkane ECOG (cm.
nputoxenue I'1), u komopouaHocTs [ 63, 83].
YpoBensb ydeaureibHOCTH pekoMeHaanmii C (YpoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 5).
2.2.2. du3nkajibHoe 00cC/Iel0BaHHe.
e  VmanuenTtoB ¢ AL-A npu ocMoTpe ciienyer o0paTHTh 0c000€ BHIMaHHE Ha CIEAYIOIIHe
npusHaku [83, 84]:
* InepropOHTaNbHAS MYPITypa;
*  KPOBOM3JIHUSIHHS B KOXKY H CIIM3UCTHIC;
*  MaKpoOIJIOCCHS;
¢ TICEBIOYBEJIMYECHUE MBIIIIIL;
*  OTEKM HIJKHHX KOHEYHOCTEH, TeHepaM30BaHHbBIC OTEKH (aHAcapKa);
*  yBENMYCHHE Pa3MEPOB IIEUCHHU U CEJIC3EHKN;
*  yBeIM4YeHue TUM(pATUIECKUX Y3JI0B;
*  HU3MCHCHMEC HOTTCH;
MeToaoM nanbnanuu, HePKYCCHH, AYCKYIbTAIIMH OIPEACIISIIOT
*  pasMepsl CepAla, HAIMYKUE IIyMOB, HApYILICHUS CEPAEUYHOIO PUTMA,
*  TUAPOTOPAKC, ACLIUT;
*  OTEKH HIDKHHX KOHEYHOCTEH;
*  pa3Mepsl IEUCHH U CEIE3CHKH;
*  1mM(paJeHOIATHIO;
* apTepuajbHOE JaBJICHUE Ha 00eUX pyKax, Jiexka U CUJA;

VYpoBeHnsb yoenureabHocTn pekomenaanuii C (ypoBeHb J0CTOBEPHOCTH J0Ka3aTeIbCTB — 5).

2.2.3. JlaGopaTopHbIe TUATHOCTHYECKHE UCCIIeIOBAHUS .

e Bcewm nanuesTtaMm ¢ mopo3penueM Ha AL-A i npu BersiBieHHOM AL-A npy epBUYHOM
WM TIOBTOPHOM IIpUEME, IIPU KOHTPOJIBHBIX 00CIEeI0BAaHUSX U IIPH II0J03PSHNH HA PELIUANB
3a00J1eBaHMs ISl yTOYHEHHSI COCTOSTHUS U BBIPAOOTKH aeKBaTHOU TepaneBTHIECKON
TaKTUKU PeKOMEHAYeTCcsl BBIIOIHUTH CJISYIOIIHe 1a00paTOPHbIE HCCIIEOBAHNUS:

e o0mmil (KIMHHYECKHil) aHaIM3 KPOBH C ONpPENEICHHEM COJCp)KaHUsS TIeMOrioOHHa,
SPUTPOLIUTOB, TPOMOOLUTOB, JEHKOIUTOB, AuUG(PEPEHIUPOBAHHBIM  IIOJCUETOM
JefikonuToB (JefikonuTapHas (GopMynaa) M HCCIEAOBAHHEM YPOBHS PETHKYIOLUTOB B
kposu, COD [85];

* 00wl (KIMHUYECKHUiT) aHamu3 Mouu [84, 85];

*  Ompenenenre KommyecTBa Oeka B cyrounoi mode [84, 85];
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aHAIIM3 KPOBHM 0OIIeTEpaneBTHYeCKuil (MCCeoBaHre YPOBHs O0IEro Oelka B KPOBH,
HCCIIeIOBaHKE YPOBHS abOyMUHA B KPOBH, ONPEICICHIE aKTHBHOCTH
JaKTATIeTUAPOreHas3bl B KPOBU, HCCIICJOBAHKE YPOBHSI MOYEBHHBI B KPOBH,
HCCIIC/IOBAHUE YPOBHS KPEeaTuHa B KPOBH,

HCCIIEIOBAHUE YPOBHS 001Iero OMnMpyOruHa B KPOBH, ONpEICICHUE aKTHBHOCTH
acnapraraMHHOTpaHc(epassl B KPOBH, OPEIEIeHNe aKTHBHOCTH
aTaHMHAMHUHOTPaHCc(epassbl B KPOBH, ONpPEIEICHHE aKTUBHOCTH IEI0YHON (ocdaTass B
KpOBH, : MccieoBaHne KICIOTHO-OCHOBHOTO COCTOSIHUS M Ta30B KPOBH (IIPH
HeobxomumoctH) [84, 85];

KoarysorpamMma (OpUEHTHPOBOYHOE UCCIICIOBAHUE CHCTEMbI TeMOCTa3a) ¢
ONPEACICHUEM HpOTp0M6I/IHa, AKTUBHUPOBAHHOI'O YaCTUYHOI'O TpOM6OHﬂaCTl/IHOBOFO
BpEMEHH, HCIIeI0BaHIEe YPOBHs GUOPUHOreHa B KPOBH, a TAKKe 10 HOKa3aHHUsIM
ompe/iesieHne aKTHBHOCTH (hakTopa X B CBIBOPOTKE M APYIHX MapamMeTpoB (MpH

Heobxoxumoctu) [84, 85];

Yposens yoenurenbHocTH pexkoMenanmii C (YpoBeHb I0CTOBEPHOCTH 10KA3aTeJILCTB — 5).

Bcem mammeHTaM pexkoMeHIyeTCsl OIpPEACTUTh KIMPEHC KpPEeaTWHHHA M CKOPOCTh

KiyOoukoBol (rbTpanuu pacdetHbIM MetonoM 1o ¢popmyiaam CKD-EPI| wim MDRD s

YTOUYHECHUSI COCTOSTHUSA (by’HKuI/II/I IMOYEK U ONpPEACICHU H606X0£[PIMOCTI/I MO[[I/I(l)I/IKaLII/II/I

Tepalmuu WKW A03 [OpenaparoB IIpU HAJIWYHUH MOYEYHOH HEIOCTaTOYHOCTH W/Wim

ompe/iesieHus] IOKa3aHuil K Ha3HAYeHHIO reMozunain3a [85];

Yposensb yoenuteabHocTH pekoMen1anmii C (YpPOBeHb 10CTOBEPHOCTH 0KA3aTeJILCTB — 5).

Bcem nauuentam ¢ nopo3penuem Ha AL-A i BbeisBieHHOM AL-A npu NepBUYHOM WM

IIOBTOPHOM IIPpUEME, IIPH KOHTPOJbHBIX OGCHC,I[OBaHI/IﬂX 1 1Ipyu NOAO3PEHHH Ha PEUUaAWUB

3a00J1eBaHUs JUJI1 YTOUHEHUSI aKTUBHOCTHU OCHOBHOI'O 3a00JIeBaHUS UIIH JJIA OLICHKHU OTBETa

Ha TCpanuio PeKOMEHAYETCH BBINIOJHUTD CICAYIOIINUE 06CJ'Ie)10BaHI/15{2

OmnpeneseHue  COOTHOLICHMsT  OenkoBbIX  (ppakumii  merogoM  anekrTpodopesa,
WCCIICOBaHUEC  MOHOKJIOHAJBHOCTH  HWMMYHOTJIOOYITMHOB B KPOBH  METOIOM
UMMYHO(UKCAIUH, OIIPe/ieIeHUE COAepyKaHue CBOOOAHON JITKOW LNy Kamma U JiiMoa
B KPOBH, HUCCIICAOBAHHUE MOHOKJIIOHAJIBHOCTH I/IMMyHOFJ'[O6y.]'IHHOB B MOYC METOAOM
MMMYHO(DUKCALH, HCCICIOBAHUE YPOBHA HMMYHOIJIOOYJIMHOB B  KPOBH c
KOJIN4ECTBEHHBIM onpe/ieIeHueM MOHOKJIOHAJILHOT'O u MTOJIMKIIOHATEHBIX
uMMyHorooyauHoB. Omnpenenenne coaepkanus CJIL[ MMMyHOTI00yJIMHOB CBIBOPOTKH

JIOJDKHO BBITIOJHATHCS (METOOM HederoMeTpun win Typbonumerpun) [83, 84, 85];
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Yposenb yoequreabHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB — 5).
KomMmeHnTapmii: onpeodenenue CJIL ummyHo2nob6yiunog HeobXo00umMo Oasi onpedereHus
cmaouu, NPoOcHO3d, OYeHKU dPHeKMuUBHOCIU NPOBOOUMOLL MePanuy U OUASHOCIUKU Peyuousd
(npoepeccuu). [ns onpedenenus ronyenmpayuu CJIL ucnonvzylom paznuunvie Memoobl
Heghenomempuio, mypououmempuio u UMMyHopepmenmuviii anaius. Heperomempus senisemcs
Memodom evibopa Koauwecmeennou oyenku CJIL. Baowno ommemumv, umo onpedensms
KOHYeHmpayuio yenecooobpasHo auwb 6 cvigoponike. Onpedenenue u monumopune CJIL] 6 moue
ne pexomendosano [86].
e Bcewm namuenTam ¢ BEIIBICHHBIM AL - aMHIIONI030M PeKOMEHAYeTCsl OIPENEITUTh
*  wuccrenoBanue ypoBHs tTupeorporHoro ropmona (TTI) B kposu [ , 85];
* HucciaenoBaHue ypoBHs TponoHMHOB I, T B kpoBHM, wuccienoBaHust ypoBHs N-
TepMHHAIBHOrO (hparMeHTa HaTpuilypeTndeckoro npomnentuaa mo3roBoro (NT-proBNP)
B kpoBu [55, 58, 85];
YpoBenb yoeauTtesbHOCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH J0KA3aTeIbCTB

-5).

e BceM nalnueHTaM ¢ BBISBICHHBIM AL-A pexoMeHIyeTCsl BHIOIHUTD IIUTOJIOTHIECKOES < OTtdopmMaTuposaHo: LLpudT: (No ymonuanuio) Times
New Roman, 12 nt

OtdopmaTrpoBaHo: Ab3al cnucka, Mo neBomy Kpato,
Otctyn: Cnesa: 0 cM, Beictyn: 0,63 cm, [lo6aBnsTb
MHTepBan Mexay ab3auamv 0AHOro CTUNA

HCCJIEJOBAHUEC Ma3Ka KOCTHOI'O MO3ra (MI/IGJIOFpaMMa) I IOATBEPKACHUS JUarHo3a [46,

85].

YpoBenb yoenuresibHOCTH pekoMenaammii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTeNbCTB 4).

e Bcem nanuenrtam ¢ BbIBICHHBIM AL-A  pekoMeHIyeTcs il MOATBEPXKICHHS JHArHo3a
HMMYHO()EHOTHITHYECKOES HCCIICIOBaHHE OHOJOTHYECKOro MaTepuaia (IIa3MaTHYeCKHX
KJIETOK KOCTHOTO MO3Tra) METOAOM IIPOTOYHOM IHMTOQIyOPHMETPUH C HCIIOJb30BaHUEM
manemn CD138/CD38/CD45/CD19/ CD117/CD56/CD28 (mo mokaszanusm) [46, 85]. Ilpu
napanporenHeMud M maHens uccnenoBaHusa jpononHsaor  CD20, CD22 u CD79a [79].
YpoBens yGenutenbHocTH pekoMmenganuii C (YpoBeHb 10CTOBEPHOCTH 10KAa3aTelbCTB
5).

e Bcem nalUeHTaMm € NOATBECPKACHHBIM AL-A PEKOMEHAYETCS BbINIOJIHUTH BBIIIOJIHUTH
[IaTOJIOr0-aHATOMUYECKOE UCCIIEIOBaHNE OUONICHITHOTO (OIIEpalMOHHOr0) MaTepuaa
KOCTHOTO MO3Ta, IPX HEOOXOAUMOCTH MAaTOJIOT0-aHATOMIYECKOE HCCIICJOBAaHNE
OuoICUItHOro (OIepaloOHHOI0) MaTepraa KOCTHOTO MO3ra ¢ IPUMEHEHUEM
MMMYHOTHCTOXMMHUYECKUX METOIOB ISl TOATBEPKIACHHUS 1 (POPMYITUPOBAHUS AUarnosa [84,

85].
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YpoBenb yoequreabHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J10KA3aTeJIbCTB — 4).

Bcem mamueHtaM ¢ BIEpBble  BBISBICHHBIM ~ AL-A  pexoMeHAyeTcsl  BBIIOJIHHUTH
nuroreHeruueckoe uccaenosanue I1IK nns onpenenenus tpancnoxamuu t(11; 14) (q13; q32) B
OuornicuiiHOM (OIEepalMOHHOM) MaTepuaie METOAOM (II0OPECIEHTHOH THOpHIU3alMU in situ
(FISH), a Taroke Tpucomuii 5, 9, 15, ammmdukanmu 1021. [Tpu yucne mia3MaTHIeCKHX KIETOK
B KM menee 10% He0OXOOUMO  HCMONB30BaTh METOJ IMO3UTHBHOW HMMYHOMAarHMTHON

cenekiuu [85].

YpoBens ydequreiabHocTH pekoMenaanmii C (YpoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

Kommenrtapuii: npu mpanciokayuu  t(11;14)  sghgpexmusnocmo mepanuu uneubumopamu
nPOMeocom u UMMHOMOOYIAMOPAMU  HUICE, YeM npu omcymemeuu smoti abeppayuu. Hanuuue
amnaupurayuu  1q21  accoyuuposano ¢ Xyowiumu  pe3yibmamamu - Apu  mepanuu
#tuergpananom™*.  Buisenrenue  mpucomuil - Koppenupupyem — co  CHudceHuem — obuell
BBINCUBACMOCINU  NOCNE  BbICOKOO03HO20 Hwenpanana™* [24, 25, 57]. B osmoii ceéasu
yumoeenemuyeckue UMeHeHUs. Yeiecoobpasno — ulnonHams y 6cex nayuenmog AL-A npu

ycmawnoeieHuu ouazHosa.

e Ilpu mapamporenHeMun M peKOMEHJIOBAHO BBLIIONHEHHE MOJECKY/IAPHO-TEHETHYECKOTO
HCCIe0BaHMs TOYeuHOH MyTamus P.L625 P B rene MYDS88 metomom ITIIP u CXCR4WHM
[87].

VYposens yoequrenbHocT pexomenganuii C (ypoBeHb J0CTOBEPHOCTH I0KA3ATEILCTB — 4).

2.2.4. l/ll—[CprMeHTaﬂbHLle AUATHOCTUYECCKHUE UCCTICTOBAHUSA.
o Bcem manuentam Impru yCTaHOBJICHUU JHWarHosda AL-A ¢ OCJIbIO HUCKIIIOUCHUA

cumnroMatTuyeckoi MM U conuTapHON MJIa3MOLMTOMBI  PEKOMEHYeTCsl BBIIOJHUTH
Huskonosnyto KT Bcex kocreit ckeinera Uit YTOYHEHUS HAJIMYUS U PaclpOCTPaHEHHOCTH
TOpaKEHHUsI KOCTEH, BBIABJICHUS KOCTHBIX M OKCTPaMEAYJUIIPHBIX IUIA3MOLUTOM C
onpeesicHHEM HX pa3mepos [85].

YpoBeHb yoenuTeabHOCTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeNILCTB — 5).

e Bcem nmanmentam ¢ AL-A mepen HadaloM TEpanWd Ul OLCHKH CTCIICHW BOBIICYCHHUS
BHYTPEHHHMX OPIaHOB PEKOMEH/YeTCsl BBIIOJHUTD CIEAYIOILINE UCCIIEIOBaHMS:
* snekrpokaparorpaduio [83, 85];
*  XOJTEPOBCKOE MOHHTOPHPOBAHHUE CepaeuHoro purma [85];
*  3xokapauorpaduio (Mo BO3MOXKHOCTH C TIPHMCHCHHEM COBPEMEHHBIX METOJIMK TKAaHEBOH

nommtepomerpun) [83, 85, 88];
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*  yJbTPa3sByKOBOE MCCJIEN0BAHUE OPraHOB OpPIOIIHOM MoJ0cTH (KoMILIeKcHOE) [85];
*  KOMIBIOTEPHYIO TOMOrpad o OpraHoB OPIOIIHOI MoocTH (1o mokasanusim) [85];
* IlpunenbHas peHTreHorpadus opraHoB rpyaHoi wietkd wm KT opranoB rpymaHoi
mosiocTH (110 mokasanusiM) [85];
*  930(aroracTpoayoeHOCKOIIHIO;
*  Dnekrpomuorpaduio uroapyaryio (mo mokasanusm) [85];
*  MarHUTHO-PE30HAHCHAs TOMOrpadus cepAla ¢ KOHTPACTHPOBaHUEM (TI0
nokasanusm) [85, 88];
KommenTapuii: axokapouoecpagus ¢ npumeHnenuem COBPEMEHHbIX Memo008 MKAHeBOl
donniepomempurl U OYEeHKOU MUOKAPOUATIbHOU NPOOOTbHOU depopmayuu 18020 HeeryoouKa
noseonsiem oughgpepenyuposams nopasicenus cepoya, 00yciosieHHble AMUIOUOO30M, OM OPY2UX
npuyun.  3uauenue  NPooONbLHOU  Oepopmayuu  1e6020  AHCENYOOUKA — umeem — Maxoice
npozrocmuueckoe 3nayenue [89, 90].
MPT cepoya ¢ KoHmpacmuposaruem - 8biCOKOUHPOPMAMuGHbLll, 601ee Yy8CmEUmenbHblll 6
CPAGHEHUU CO CMAHOAPMHOU X0Kapouozpapuell, mMemood OuaeHOCMUKU aMUiIou003a cepoya
[91, 92]

YpoBenb yoenuteabHocTH pekomenaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTeIbCTB — 5).

Ilooo3penue na amunoudos 0011cHo 6cezoa 603HUKAMb RPU

*  npomeunypuu He@pomuuecko2o YposHs (0COOEHHO NpU  OMCYMCMEUU CAXAPHO20
Juabema);

*  CcepoeyHOl HeOOCMmAMOHHOCHU Yy NAYUEHMO8 ¢ CUMMEmpPUYHOU cunepmpogueli
MUOKAPOA U PeCMPUKMUBHBIM MUROM PEMOOeNUPOBAHUS MUOKAPOA,

*  Heduabemuyeckou NOIUHeUPoOnamuu;

*  2enamomezanuu, ouapeu HesICHO20 ceHe3d,;

*  08ycmopoHHeM CUHOPOME KapnaibHO20 KAHANa,

*  napywenuu omnowenus CJIL] ummynoenobynunoe 6 ceigopomxe;

2.2.5. MHble TMATHOCTHYECKHE HCCJIeT0BAHMS . «
e Bcem nmnaummentam ¢ nomo3peHueM Ha AL-A  HEoOXOAMMO  THCTOJIOTHUECKOE*

MIOATBEPXKIICHHE OTIIOKEHNS ammtonsia [6262, 8585]. CKkpHHHHIOBBIM METOIOM IS BBISBJICHHS
OTJIOXKCHUS] aMHJIOH/A SBJICTCS UCCICOBAHUE TTOJKOXHOTO JKHpa (MIOJydeHHOTO METOAOM
acnupanuy U3 nepegHel OpIOIIHON CTEHKM), KOTOPBIH MO3BOJISIET OOHAPYXKUTh aAMHJIOH] Yy

77% mnauuentoB [9393]. K ApyruM «IOCTYIHBIMY» JIOKyCaM JUJIS BBITIOJHCHUSI OMOIICHU
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OTHOCST MAaJlyl0 CIIIOHHYIO Kele3y, 12-IepcTHyI0 MM MpAMYH0 KHUIIKY, KOCTHBIH MO3T

[9393-9595].

YpoBennb yoeaureabHocTH pexomenaanuii C (YpoBeHb JOCTOBEPHOCTH J0KA3aTeNbCTB — 5).« | OTdopmaTMpoBaHo: LLPUPT: NONYKMPHIli

{ OTtcopmaTrpoBaHo: nHTepsan nocne: 0 Nt

BceM manmeHTaMm ¢ IOJO3PEHHEM Ha aMHJIOMJ03 PEKOMEHJYeTcsl IaTOJIOT0-aHaTOMHUYECKOe
HcclieIoBaHre  OHONCHAHOrO  (OMEepalMOHHOr0) — Marepraia KOKH € [OPHUMCHEHHEM
UMMYHOTHCTOXHMHYECKHX METOJIOB,  HATOJOr0-aHaTOMHUYECKOE HCCIIEZO0BaHHE OUOICHIHOrO
(omepamyoHHOro0) Marepuaga KOCTHOTO MO3ra, MaToJIOr0-aHaTOMHYECKOEe HCCIIeJOBaHHE
OHONCHIHOrO (OMEpalMOHHOI0) MaTepHana TKaHEeH CIIOHHOM jkene3bl (Majoif), maTonoro-
AQHATOMHYECKOE MCCIIC/IOBaHHE OHOICHHHOrO (ONEepanMoHHOro) Marepuana 12-epeTHON HiH

npsimoit kumiku [93-95].

VYposens yoeaureabnoctu pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3ATEIbCTB — 5).
e Jlpu OTCYTCTBMH aMWJIOMZIA B OHONTAaTaX <«IOCTYIHBIX» OPraHOB BCEM IIal[EHTaM C
MOJO3PCHUEM Ha aMUJIOWA03 PEKOMCHIYETCS MaTOJIOrO-aHaTOMUYECKOE HCCIEeOBaHUE
OMOIICUITHOTO (OIEPALMOHHOI0) MaTeprala IIOpaskeHHBIX OPraHoB (CepALa, MOYKH, IIEYCHH)
C MPUMEHEHHEM UMMYHOTHCTOXHMHIECKHX METOI0B [62]. BO3MOXXHO BBIMONHEHHE OGHOICHH
MMOYKH HA TIEPBOM IJTare oOCIeOBaHWs, €Cid OONBPHON HAaXOMUTCA B HE(PPOIOTHYECKOM

OTACJICHUH, TI€ IUPOKO MCIIOJB3YOT 3TOT METOA AUArHOCTUKH. Buomncuto neuenu B CBsI3U ¢

PHCKOM KPOBOTEUEHHUS PEKOMEH/[OBAHO BBIMOJIHATH TPAHCIOTYISIPHBIM gocTyroM [94].

Kommenmapuii: [{na obuapyscenuss amunouda npoeooumcs. 2UCmoXumMuyeckoe uccieoosaHuy | OTdopMaTMpoBaHo: LLpndT: Kypcys

Ha napagurosom 010Ke OUONMAMA MKAHU C OKPACKOU KOH2O-KPACHBIM, C NOCLEOVIOUWUM
0053amMeNbHbIM UCCIEO08AHUEM 8 NOJAPUIAYUOHHOM MUKpOCKone. IIpu oGHapysceHuu amunoudd
HA nepeom dmane NPOGOOUMCA €20 MUNUPOSAHUEe HA  Cpe3ax ¢ napaguHoso2o 6noka c¢
npedwecmeayrowell  pepmenmamuerol  06pabomkol  u ucnomzoeanuem  FITC-
KOHBIOUPOBAHHLIX AHMUMEL K €KUM YensiM Kanna u aamboa ¢ nociedyiuell OYeHKol

UMMYHOCUCMOXUMUYECKUX peakuuﬂ 68 JIIOMUHECYEHMHOM MUKPOCKORe. Hpu ucknroveruu AL-A

npO60OUMCs 6MOPOIL IMAN MUNUPOSAHUS  OJ15L ROOMEEPICOEHUA OpYyuXx munos amurouoa [6363, { OrdpopmaTupoBaHo: LLipndT: Kypcvs
\ OTtdopmaTupoBaHo: LLpndT: kypcus
9494, \

\, OtcopmaTnpoBaHo: LLpndT: Kypcms

\\ OtdopmaTupoBaHo: LLpndT: Kypcus

s munuposanus amuiouda UMMYHOSUCMOXUMUUECKUM MemOOOM HeobXxooum oOuonmam

MKAaHU. Tunuposalme amuniouda 8 acnupame 603MOJMCHO  MOJIbKO Memooom macc-
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cnexmpomempuu. Macc-cnekmpomempus — «3010Mou CMAHOAPM» 6 MUNUPOEAHUU AMULOUOA,
Memoo xapaxmepusyemcs Hauboiee bICOKOU  4Y8CMEUMenbHOCbI0 U cneyuduyrocmoio [96,
97]. Oonaxo memod macc-cnekmpomempuu He docmynen 8 PD.

Jna nocmanogku Ouacnoza O00CMAMOYHO OOHAPYJCeHUe aAMUIoOUda 8 OOHOM JOKyce,
nopasicenus  OCMANbHLIX — OpP2AHO8 — YCMAHAGIUGAIOM  HA  OCHOGAHUU — KAUHUYECKUX U
uHCmMpymMenmanvhelx Oaunwlx. buoncus ecex opeanos, nodospumenvHviX HA  OMIOJICEHUE
aAMUIOUOA, He PeKoMeHOYenmcsl.

Obuapyoicenue amuiouoa U MOHOKIOHANLHOU CeKpeyuu HedOCMamoyHo Olisl YCMAaHOoB/IeHUs!
ouaznosa AL-A. Ilnasmoxnemounas ouckpasus modicem Ovimb HUKAK He CEA3AHA C AMUTOUOO30M
(hanpumep, npU  MPAHCMUPEMUHOBOM — AMUTOUOO3E  CONYMCMBYIOUYIO  MOHOKIOHATbHYIO

eammanamuto gviaensiom y 23% nayuenmos) [98]. B smou cessu munuposanue amuiouod

00s13amevbHo 60 8cex Caydasix.

2.3 POEMS cungpom

JNuaruo3 POEMS cunapoma ycTaHaBIMBAIOT 110 COBOKYITHOCTH JMATHOCTUYECKUX KPUTEPHEB.
HeO6XOlII/IMbIM CYUTAKOT Ba OGﬂSaTeJ'[BHbIX, OJIUH M3 TPEX 6OJTB]_HI/IX U OIUH U3 LISCCTHU MaJIbIX
kputepues (1abi.1) [4, 78].

Ta6muna 7.

Huarnoctuueckue kpurepun POEMS cunapoma

HMomneiiponaTus

OGs3aTEeTLHBIC KPHTEPHH (KaK MpaBUIIO, IEMHUETMHH3UPYIONIAs)

(tpebyercsi 06a KpuTEpHs) MoHOK/IOHAIbHAS TaMMAanaTHs

(xapakTepHa pecTpHKLHs JICTKOH LenH JisiMO1a)

Bonesnp Kacriemana

Boabmme kpurepun

(H606XOJ:[I/IM OJIMH KpI/ITepI/II\;I ) Ouaru OCTEOCKJIEPO3a B KOCTAX

TToBBIIIEHHE COCYAMUCTOrO dHIOTeNMaIBHOrO hakropa pocra (VEGF)

Oprasomeramsi (CIuIeHOMeTaJIusl, FermaToOMeranst ik
M QaeHonaTHs)

Oreynblii cuHapoM (Tieprdepudeckie, THAPOTOPaKC, aCLUT)

OHA0OKpHHONATHS (HapyleHne (pyHKINH HAAOYEUHNKOB,
IMTOBU/IHOM JKene3bl, TUIo(H3a, MONOBBIX XKeJIE3, NapallHTOBUIHBIX
MauJibie kpuTepuu JKeJIe3, TAHKPEeaTHIeCKOH JKeIe3bl)

(HE0OXOAMM OUH KPUTEPHIA) M3meHeHns koxu (TUIEPIUTMEHTALH, TUTIETPUX03, KaTUIUIIPHBIE
TeMaHTHOMBI, IUIETOpa, AKPOLIMAHO3, TIOKPAaCHEHHUE, OeIble HOI'TH)

Otek aucka 3pUTEIBLHOrO HEPBA

TpoMOOLHTO3/TOTNIUTEMHUS
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Jpyrue cMMOTOMBI Jedopmars najpleB pyK ¥ HOTTEH, B T.4. MaJbIibl B BUIC
«OapabaHHBIX MAJIOYCK», HOTEPsT MACCHI TeJNa, TUIEPruaPo3, JerouHas
THIEPTeH3Hs/ PECTPUKTHBHBINA THIT BEHTHJILIHOHHBIX HAPYLICHHIA,
TpoMOO3bl, HU3KOE cofiepkanue BuTamuna B12, muapest.

[Tpumeuanue: B CBSI3U C IUPOKOH PaCIIPOCTPAHEHHOCTHIO caXapHOro Auabera u 3a0o01eBaHuit
LIMTOBUIHOM KeJe3bl 3TH 3a00JICBaHUSI MOTYT pACCMaTPUBATHCS B KAUECTBE KPUTCPHCB

POEMS cunnpoMa, TONBKO €CIIM OHH COYETAIOTCS C APYTHMH SHIOKPHHOMATHSIMH.

2.3.1. XKano0bl 1 aHAMHE3, « | OTdpopMaTMPOBAHO: MeXAYCTPOUHBI, MHOXVTENL 1,15 |
nH

VYV Beex mnammeHntoB ¢ POEMS cuHIpOMOM NpH NEPBHYHOM IpHEME PeKOMEHIYeTCs

TIaTeabHbII cOOp kanob u anamHe3a. CiegyeT oOpaTUTh BHUMAaHUE Ha CICAYIOLIUE MIPU3HAKU

[4,.5]:

*  OHEMeHHe, HapecTe3uu, 60Ib, CIaboCTh, HAPYIIEHHE IBHKCHUI B pPyKax U HOrax.

*  HapylleHHe MEHCTPYabHON U CEKCYalbHOM (YHKIUH

* ofmas cnabocts, cunbHOE nmoxynanue (6osee 10 Kr 3a mocneaHuit rom)

* MN3MCHCHUS KOXH, KOTOpPBIC ITOSIBUJIUCH HEIaBHO (aHT‘I/IOMBI, TUIEPTPUXO03,
MeJaHOIepMHUsL, KPaCHOTa)

*  HapylICHUE 3peHUs
YpoBenb yoequreabHocTH pexoMenaanuii C (YypoBeHb 10CTOBEPHOCTH J0KA3aTeJIbCTB — 5).

2.3.2. ®u3ukaabHoe 00c/Ie10BaHUE,
e [Ipu ocmoTpe pekoMeHnayercsi 0o0paTHTh 0c000€ BHHUMAHHE Ha CIEAYIOIIME NpU3HAKU [4,

5]:

* IBET KOXM W CIM3KUCTHIX, HallMYHe TEMAaHTHOM, THUIIEPTPUX03a, H3MCHCHHE IIBETa
KOHEYHOCTEW (MOKpaCHEHUE, LIMaHO3) TIPU OIYCKAHUM BHU3, aKPOLMAHO3, Oesible HOITH,
HM3MEHEHHUS KOHIEBBIX (hajiaHT Mo THITY «0apabaHHBIX MMajJouek», CKICPOISPMOIIOI00HbIH
CHHAPOM, aTpOQUs MBILIIL JINLIA.

*  OTEKU HWKHUX KOHEYHOCTEH, acIiuT

*  moxozaka (HeyBepeHHasl, C OIIOPOM, CTEIIIax)

*  THHEKOMACTHSA

e MeTon0M NaJbNAINH, NEPKYCCHH, AYCKYIBTANUU ONPEICIIOT

*  OTEKU HWIKHUX KOHEUHOCTEH;

*  THAPOTOPAKC, ACIIUT;

* JmM(aIeHONATHIO;

® pa3sMEpbl ICUCHU U CCJIC3CHKH,
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® apTCpUAJIbHOC NABJICHUE JICKA U CUIS,

Yposensb yoenuteabHocTH pekomMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aATEIbCTB — 5).

2.3.3. JlaGopaTopHble AUATHOCTHYECKHE HCCJIeI0BAHMS,
Bcem mammentam ¢ momo3pernneM Ha POEMS cuHIpoM mHpH NEpBUYHOM HIIM ITOBTOPHOM

npHeMe, JUIl YTOYHEHUs COCTOSHMS W BBIPAOOTKM a/IeKBATHOM TEpaleBTHYECKOH TaKTHUKH

PeKOMEH/TyeTCsl BRITONHHTh CICAYOIIIE Ta60PaTOPHBIC HCCITCTOBAHHS:

e o0mmil (KIMHUYECKWH) aHANM3 KPOBH pPAa3BEPHYTHIH C ONpPENENICHHEM COAEPKAHUSL
reMOryIoOnuHa,  OPUTPOLMTOB, TPOMOOLMTOB, JEHKOUMTOB, AU HEepPeHIHPOBAHHBIM
MOACYETOM  JICHMKOLUTOB (JelikonuTapHas Qopmyna) M HCCIELOBaHUEM  YPOBHS
perukynonuros B kposu, COD [4,5, 78];

« 00wl (KIMHUYeCKuii) aHanu3 mouu [4, 78];

e ompeaeicHUE KOIMUecTBa Oeka B CyTOUHOM Moue (1o mokazanusMm ) [4, 7878];
p y

*  aHanM3 KpOBU OMOXMMHYECKHIl ObIIeTepaneBTHiecknii (MccieioBaHiue YpOBHs 00IIero
OeJika B KPOBH, HCCIICIOBAaHHUE YPOBHSI albOYMUHA B KPOBH, HCCIICTIOBAHHUE YPOBHS
MOYCBHHBI B KPOBH, HCCJICAOBAHIE YPOBHS KPEeaTHHHHA B KPOBH, WccnefoBaHue yposHA
obuiero 6unnpybuHa B KPoBM, OIPEICIICHUE aKTHBHOCTH acrapTaTaMiHHOTpaHcepashl B
KPOBH, OMPEICICHHE aKTUBHOCTH allaHMHAMUHOTpaHC(epassl B KPOBH, OMPEICIICHUE
aKTHBHOCTH IIEJIOYHOH (ocaraspl B KPOBH, HCCIIETOBAHIE YPOBHS KaJusl B KPOBH,
HCCIIeJOBaHKE YPOBHS OOILEro Kaubius B Kposu [4, 7878];

*  OPUCHTHPOBOYHOE HCCIICJOBAHUE CHCTEMBI TeMOCTa3a ¢ OMpe/IelieHHeM MPOTPOMOUHA,
aKTHBHPOBAHHOTO YACTHYHOTO TPOMOOIUTACTHHOBOTO BPEMEHH, UCCIICIOBAHIE YPOBHS
¢ubprHOreHa B KpOBH, Olpe/esieHre KoHeHTpaun J-aumepa B kposu [4, 7878];

*  Omnpenenenue ypoBrs Buramuta B12 (unanokobanamun) B kposu [44, 78];

n ([AP10]): Tux. & aansom Tesice |

A P
YKa3aHbI HECKOJIBKO BMEIIATEIIBCTB, K HEKOTOPHIM U3 KOTOPBIX
J100aBIICHBI KOMMEHTAPHH, TO OyJeT JydIle 00 nepeHecTH Bee
KOMMEHTapHH MOX cTpoky ¢ Y1/l u YVP, nim pazouts Te3uc Ha
HECKOJIBKO OTACIBHBIX, KaXIBIH CO CBOMM KOMMEHTAPHEM, U K

| KaxIOMy yKasaTh YA u VVP.

[ Kopn nons nsmeHeH

YpoBeHb y0enuTeIbHOCTH pekoMeHaanuii C (YpOBE€Hb JIOCTOBEPHOCTH J10KA3aTEILCTB —

5).

Kommenmapuii:y 50% nayuenmos c POEMS cunopomom 6 ananiuse Kposu 6bIAGIA0OM

\T OThopMaTUPOBAHO: PYCCKUI

\: OtcopmaTmpoBaHo: LLpndT: Kypcms

KoMMeHTapuii: uucio niasmamuueckux Kiemox 6 Mueiospamme, Kaxk Hpasuio, He
npesviuaem  5%. Hccneoosanue neobxooumo oaa uckmoyvenus MM, xomopas modicem
couemamucsi ¢ POEMS cunopomom [4, 78].

YpoBennb yoenurteabHocTH pekomenaanuii C (YpoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB 5).
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e Bcem nanuentam ¢ POEMS cuHIpOMOM pPEKOMEHYETCS BBIIOJIHHUTH MATOIOr0-
aHATOMHYECKOE UCCIICIOBaHNE OUOTICHITHOTO (OTMepaoOHHOr0) MaTepraia KOCTHOTO MO3ra
MIPU HEOOXOTUMOCTH HaTOJIOr0-aHATOMUYECKOE UCCIICIOBAHUE OUOTICHITHOTO

(OﬂepaHI/IOHHOFO) MaTe€puajia KOCTHOI'0O Mo3ra ¢ IpuMEHEHUEM UMMYHOTHCTOXUMUYECKUX

METOJIOB [Isl OATBEPXKACHHS 1 HOPMYITHpOBaHUs quartosa [4, 78].

KomMmenTapwmii: Krnonanvhvle naazmamuueckie Kiemku 6 mpenaHoouonmame KOCMHO20 M032a
soiasusiiom y 66% nayuenmos. Ilnasmamuueckue xnemrku 6 91% cuyuaes sxcnpeccupyiom
neekue yenu asm6oa - muna. Xapaxmepuvim npussakom POEMS cuwopoma — cuumarom
KOIbYEBUOHOE PACNONIOJNCEHUe — NIAMAMUYECKUX KIeMOK BOKpY2 CKONJEHUs TUMPOUOHbIX
Kkiemok. Y 6onvuwuncmea (91%) nayuenmos 6 KOCMHOM MoO32¢  BbIAGNAIOM  SUNEPNIAZUIO
Me2aKapuoyuprHo2o pocmka ¢ obpasosanuem kiacmepos.  Cronnenusi me2akapuoyumos 6
mpenanobuonmame CXO0HbL ¢ eunepniaszuel  Me2aKapuoyumopHo20 POCmKd — npu
Muenonponugepamusnvix 3ab0neéanusx, oonaxo mymayusi JAK2V617F omcymemeyem. Taxum
06pasom, couemanue Me2aKapuOYumapHol 2UNepniasuu ¢ KIOHAAbHLIMU NAA3MAMUYECKUMU
KILemKamu, OKpYJICAIOWUMY 6 6U0e KONbYd IUMPOUOHbIE CKONILEHUs, PACCMAMPUSAION KAK

Yybeoumenvhvie 2ucmonocuieckue npusiaxkamu POEMS cunopoma [102].

Yposenb yoeaurenbHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEIbCTB — 4).

A

Kommenrapmii: nosviuenue cooepoicanus VEGF ne omnocumes k namoenomonuunsim
npusnaxam POEMS cunopoma u moosicem nabmiodamocsi npu opyeux 3aboneeanusx. B omoii
ces3u nosviuenue VEGF cnedyem yuumuieamos monvko 6 cogoxynHocmu ¢ opyeumu
cumnmomamu. Cnedyem yuumeoieams, umo cooepcanue VEGF 6 niazme u coléopomku 6 nopme
pazmuuaemcs 6 10 pas. ¥ nayuenmog c noomeepacoentvim POEMS cunopomom meouana VEGF
e naazve cocmasuna 200 ne/mn (wyecmeumenvruocmo 68%, cneyugpuunocms 95%), 6
cbigopomee 1920 ne/mn (cneyuguunocmo 98%, uyscmeumenvnocmo 73%) [43, 103].

e Bcewm nanmenTam ¢ nogo3perneM na POEMS cunapom nim BeisiBnenHom POEMS
CHHJIPOME TP [IEPBHYHOM HIIH TIOBTOPHOM IIPHEME, TIPH KOHTPOJIBHBIX 00CIICIOBAHUAX U
IIPH TIOJO3PSHUH Ha PELMANB 3a00JIeBaHUs JUIsl yTOUHEHHSI aKTHBHOCTH OCHOBHOT'O
3a00JIeBaHMsI WM AJISI OLIEHKH OTBETA HA TEPAIUIO PEeKOMEHAYeTCs BBITOIHUTD
HMMYHOXHMHYECKOE UCCIIE0BAaHNE KPOBH U MOYH, BKIIFOUYAIOIIEE ONpe/Ie/iCHIE

COOTHOILIEHHUS OEJIKOBBIX Q)paKIlI/Iﬁ METOAOM 3neKTpotb0pe3a, HUCCICA0OBaHUE
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MOHOKJIOHAJIbHOCTH UMMYHOTJIOOYJIMHOB B KPOBU METOIOM UMMYHO(UKCALUH,
HCCIeJOBAaHNE MOHOKJIOHAIBHOCTH HMMYHOTJIOOYJIMHOB B MOY€E METOJOM
NMMYHO(HUKCAINH, UCCIIeJOBAHIE YPOBHS IMMYHOITIOOYJIMHOB B KPOBH C KOJIMYECTBEHHBIM

onpeaAcICHUEM MOHOKJIOHAJIbHOI'O U MOJIMKJIOHAJIbHBIX I/IMMyHOF.]'IO6yJ'[I/IHOB. [4],

YpoBennb yoeauTeJbHOCTH pekoMenaanuii CB (ypoBeHb 10CTOBEPHOCTH 10KA3aTEIbCTB —

54).

e Bcem manmenram ¢ mnomospenuem Ha POEMS cunapom wmm BeisiBieHHoM POEMS
CHHIPOME IIpU MEPBHYHOM MpHEME IPH HaIH4YMHU mepudeprueckoil mmbaieHonaTuy ,
peKoOMeHyeTcsl BBIIOJIHUTh OHOINCHIO TUM(ATHYECKOrO y3ja U IaTOJOr0aHaTOMHYECKOe
HccrefoBaHie OMONCHIHOrO (ONEepallMOHHOrO) Marepuaiga JuM(pOoy3a ¢ IpPHMEHEHHEM

HMMYHOTHCTOXUMHYECKUX METOIOB /s Bepudukauu quartosa [4, 78].

VYpoBensb yoenurteabHocTH pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 5).

KomMmenTapwmii: ucciedosanue numpamuueckozo y3ia HeoOX00umo Onsi  OUACHOCUKU

aHeuoouKysapHot  aumgoudHol eunepniazuu  (6oresnu Kacmnemawna), xomopas 6

covemanuu ¢ nepugepuveckod noaunerponamuell U  NIASMOKIEMOYHOU  OUCKpA3Uell

paccmampusaemcs kax kpumepuii POEMS  cunopoma.

2.3.4. NHcTpyMeHTAIbHBIE TUATHOCTHYECKHE HCCJIETOBAHUS,
e Bcem mnammentam npH ycTaHoBieHHMH auarHo3a POEMS cuHapom pexomenayercsi

BBINOJHATH HU3K0103HYI0 KT Beero ckernera [yis yTOYHEHHUsI TopaxkeHust kocteit [4, 65, 68].

YpoBeHb yoenuTenbHOCTH pekoMeniaimii C (YPOBEHb JOCTOBEPHOCTH 10KA3aTEIbCTB — 4).

KomMmenTapuii: ocmeockiepomuueckue usmenenus kocmeti eviagaarom y 95% nayuenmos.

Ouaeu mozcym 6bl2NI510emb KaK CKlepo3upoedanHvle, maxK U Kak JaumudecKue co

cknepomuyeckum 0600kom. Onucauvl maxdce aumuyeckue oyazu NOPANCEHUs C KOCTMHBIMU
nepemviukamu (6u0 molibhvlx nysvipetl). Cuumaiom, umo KT xocmei npu POEMS cunopome
bonee ungpopmamuena, uwem  IIOT-KT, na xomopoil  u3yamusupylomcsi auute ouacu ¢
sumuyeckum komnonenmom [104, 105, 106].

e Bcem marmuentam ¢ POEMS cunapoMoM mepex HavyaioM Tepamdd — pPeKOMeHAyeTcsl
BBITIOJIHUT CJIEIYIONHE UCCIICIOBAHMS:

*  yNBTPa3BYKOBOE HMCCIIEIOBAHME OPraHOB GPIOMIHOMN moocTH (Komiuiekcroe) [4, 78]

( o6 p ([AP12]): 4 — uctounuk

HEJOCTYIEH [/ OLICHKH
78 — HepeneBaHTEH

Heosmorkno onernts YT u YYP [y1st 3TOr0 HecneJoBaHUS .
Heo06xomMo /106aBUTE peNleBaHTHbIH HCTOYHHK

*  KOMIIBIOTEPHYIO TOMOrpaduio opraHoB OprouHoit momoctH (o mokasanusm) [4, 78];
e npuuenbHas peHtreHorpaduio rpyanoi kierku wim KT opranoB rpyaHoi# nomoctu (mmo

nokasanusm) [4, 78];
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A p ([PUr14]): opranomerams
BXOJIHT B KDHTEPHH

A p ([AP15R14]): HeoGxommo

MOATBEPKICHUE, YTO JUIsl IMarHOCTHKH nposoasT Y31
HccleloBanne. BhisBieHne opraHOMeraiuy Bbl MOKeTe T00aBUTh

TE3UC KaK LeJIb UCCIICI0BAHMs




*  sxokapauorpaduro (s AMArHOCTHKH JIETOYHOM ruiieprensun) [4, 78];

Yposens yoeaureabHocTH pekomenaanmii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB — 5).

2.3.5. Mnble AMArHOCTHYECKHE UCCTIeI0BAHMS,
e Bcem nanuentam ¢ POEMS cunapomMoM mepen HauajaoM Tepariy peKoMeHyeTcst

KOHCYIbTAllsl Bpada-HEBpOJOra, a TAKXKe BBIIONHEHNUE 3JIEKTPOHEHpoMHorpaduio
WIOJIbYATBIMU 3JIEKTPOAaMH M TECTUPOBAHUE C NPHMEHEHUEM CIIELUANIbHBIX OINPOCHUKOB
IUIs  IMarHOCTHKH ¥ JaJlbHEHIIero MOHUTOPHHTa Teprpepruueckoil monuHeiponatuu [4,
78].

Yposens ybenuteabHocTH pekoMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5).

e Bcem mamumentam ¢ POEMS  cuazapoMoMm pexoMmeHIyeTcsi KOHCYJIbTallUsl Bpada —
SHIOKPHHOJIOTA JUTSl TUarHOCTHKU U KOPPEKIMU SHIOKPUHHON auchyHkuuu [4, 78].

YpoBenb yoequreabHocTH pexoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e Bcem mamumentam ¢ POEMS  cuHApoMOM pexoMeHAyeTcsi KOHCYJIbTallUs Bpada —
o TaneMosIora As  BBINOMHEHUS (YHIOCKOIHHU C LIENbI0 ANArHOCTHKU MOPKCHHUS OpraHa
3penns [4, 78].

Yposens ybenuteabHocTH pekomMenaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeILCTB — 5).
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3. Jque}me, BRJIKOYasi MEAUKAMEHTO3HYI0 I HEMEAUKAMEHTO3HYI0 TE€paIlluu,
AUETOTEPANNIO, 066350JII/IB2HI/IQ, MCAUIIMHCKHUE MOKA3aHUA U

NPOTUBONMOKA3aHUA K IPUMECHEHUI0O METOA0B JICUCHUS

3.1. Iloka3aHusi K HAYAJY TePANUH U ONpeaedeHHe CTPATernu JeYeHust

3.1.1.MOHOK/IOHAJLHAS TAMMANATHS € MOYE€YHLIM 3HAYEHHEM < OT¢OPMaTUPOBAHO: MEXIYCTPOUHBIM, MHOXUTEND 1,15
WH

CospeMenHble npuHHMObl Tepanuu MITI3 HampaBneHbl Ha MaKCHMaJbHO BO3MOXKHYIO
PEOYKIMIO OIyXOJICBOTO KJIOHA IJIa3MAaTUYECKUX KJIETOK MM JMMGOHUIHBIX KIETOK C IIEJbI0
YMEHBIIEHH 00pa30BaHMUs HapAPOTCHHA U YIIyIIICHUS WM COXPAHEHUS QYHKIIMHU ITOYEK.

* [lammenram ¢ mnoarBepkaeHHbIM auarHozom MITI3  pexomenayercs  Hauajio
crnenupuIeckoil MPOTHBOOIYXOJICBOM TepamuM IPH HaIWYUM OJHOTO M Oonee H3
CIeyOLMX N0Ka3aHuil:

* mportenHypus Oosee 1 T/cyTKH

*  0OCTpOE IOBPEKICHUE MOYEK

*  XpoHHYecKas 00Je3Hb MoueK 2-4 CTanny;

*  3KCTpapeHaJbHOE MOpa’keHHUe (BOBJICUEHHUE CEPJLa, IEYCHU U JPYTUX OPTaHOB);

* XBbII 5 craguu npu MmiIaHUPYeMON TPAHCILUIAHTALMM MOYKH JJISl CHUXKEHMs pUCKA

B03BpaTHOﬁ HC(prHaTI/II/I B ITOYCYHOM TPAHCIIJIAHTATE;

CornacHo peKOMEHAaLUsAM MEXJIYHapOAHOM HCCIeN0BATEIbCKOM TIPYINBI IO
HepomaTusM, aCCONMUPOBAHHBIM C MOHOKJIOHQJIBHBIM UMMyHoOrnooynuaom, npu XBII 1-
it cTaguu 1 cTaOWIBHOM (QyHKIUH TOYEK, a Takke MPOTEHHYPUH MeHee | I/CyT BO3MOXKHA
BBDKHJIATENIbHAs TAaKTHKA C THIATEIbHBIM HAOMIOZCHUEM. ApTEpHAIBHYIO THIIEPTEH3HIO U
MIPOTEUHYPUIO CIIEJyeT KOHTPOIMPOBATh C IPUMEHEHUEM IIPENapaToB, BO3JEHCTBYIOIUX Ha
PEHUH-aHTHOTEH3UHOBYIO cHcTeMy. IIpn mepBBIX MpH3HAKAX YXYAIMEHUS (YHKIHH MOYEK
[OKa3aHO HEeMEJIEHHOEe Havajo POTHBOOMyX0jeBoi Tepamuu [107, 107].

IIpu nnasmoknerounoir MI'TI3 Tepanus mpoBoJuTCs [0 NpUHLUIAM jdedeHus MM.
IIpu mumdonnazmouurapror MITI3 mnpuMEHSIOT NOAXOABI, aHAJIOTHYHBIE TEpalUuu
MakpornodynuHemMun BanpaeHcTpema, IpH MOHOKJIOHANBEHOM B-mmMdorurose ucmons3yoT
IpOrpaMMBl  JICUCHHUS] XPOHHYECKOTO JHMMQOIUTAPHOTO JIHK03a/MIM(QOMEI M3 MalbIX
TMM}OIUTOB.

Jlyis nedeHus «IepBUYHBIX)» MALIEHTOB MOJIOXKE 65 JeT ¢ IUTa3MOKJIETOYHBIM KJIOHOM B

IpOrpaMMy JICUSHHUsI BKIIOYAIOT BHICOKOAO03HYI0 xumuorepanuio (BJXT) ¢ Tpancmimanranueit
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ayro-TT'CK. ITauuentam crapiie 65 €T WM Ipy HAIMYUK IPYTUX IPOTUBONOKA3aHUN ClIEAyeT
PEKOMEHI0BAaTh KOMOMHAIIMY HA OCHOBE HOBBIX JIEKapPCTBEHHBIX Ipenaparos 0e3 satana B/IXT c
ayro-TI'CK [1, 2, 107].

VYposens yoequrenbHocTn pekomenganuii C (ypoBeHb JOCTOBEPHOCTH I0KA3ATEIbCTB — 5).

3.1.2. AL- amuiionnos « | OTdhopMaTMPOBaHO: MEXaYCTPOUHBIN, MHOXMTENb 1,15 |
nH

CoBpeMeHHBIE NpHHIUNGI Tepanuu AL-A HampaBiaeHs Ha MaKCHMAaJIbHO BO3MOXHYIO
PELYKIHMIO OIIyXOJIE€BOI0 KJIOHA MIa3MaTUYECKUX KIETOK C LIeJb0 YMEHbIIEHUs 00pa30BaHuUs
aMWIOWJa U YIy4YLICHHUs WIM COXpaHeHHs (PYHKIMU MOPaKCHHBIX BHYTPEHHUX OPIaHOB.
enp Tepanuu — IOCTUXKEHUE IOJHOIO MM OYEHb XOPOLIETO IeMaTOJIOrMYECKOro OTBETa.
JlocTrxeHHne OpraHHOTr0 OTBeTa TpeOyeT 3HAUYUTENFHOrO BpeMEHH H dalle HaOIioaaeTcs npu

MOJIHOM WM 04eHb Xopoureil yactuaHoi pemuccnu [108, Ouminbra!l Merounnk cepuikn He

naiiien.t09]. B 2022 r. paboueit rpynmnoit EHA-ISA nensio tepanuun AL-A 6bUTO TIPUHSTO
CUHUTATh JOCTH)KCHHUE ITOJTHOT'0 reMaToJIOTHYECKOro U opranHoro orsera [110].
EnuncrBeHHoil 3apeructpupoBaHHod B P® xomOuHanmeidl 11 Je4eHUs BIEpBbIC

JMUarHOCTHPOBaHHOTO AL-A SBISIETCS HapaTyMyMa0:*  (mesweskHas—GopmapacTBOD U

[IOJIKOYKHOIO BBe/IeH ), GopTe3oMut™*, mukinopochamun™*, nexcamerazon**. Hapsiny ¢ stum
Ui OpOTUBOOIYXoleBoH  Tepamuu  AL-A  mOpuMeHSIOT M JIpyrue  Ipenapatsl,
3aperucTpupoBaHHbie Ha Tepputopu PO nns neuenus MM. YuuTeiBas OTCYTCTBHE MOKa3aHUI
K Tepamuu AL-A B HHCTpYKUMSX, JIEYCHUE IPOBOIMUTCS C HEMPO(PHIFHBIM HPUMEHEHHEM
IpenapaTos.

Tepanus AL-A conpoBoxkaaercs 0osee BbICOKOH TOKCHYHOCTBIO 1O CpaBHEHUIO ¢ MM, B
9TOM CBSI3M Yallle HCIOIb3YIOT KOMOMHAIUH U3 ABYX IPENapaToB MM MOHOTEPAINIO, CHIKAIOT
J103bl XUMUOIPENapaToB
YpoBeHb y0eauTeIbHOCTH pekoMeHaanuii A (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB — 2).
IIpu coueranum MM u AL-A  BBIOOp TepamuM ONpENENSIETCS PACIPOCTPAHEHHOCTHIO M
TSDKECTBIO OPraHHBIX MOBPEKICHUH aMWJIOWAOM W TOTCHIHATFHONH TOKCHYHOCTBIO TEparum
[108].

e JlammeHTaM C TOATBEPXKICHHBIM AMAr€Ho3oM cucTeMHOro AL-A pexoMeHayeTcsi Hadayo
crnenu(puIecKoil TPOTUBOOMYXO0JIEBON Tepamuu. JIJil JeYeHHs «IIEPBUYHBIX» TMAIlMCHTOB
Monoxke 65 ner ¢ AL-A 06e3 TsDKenoro MmopaxeHHs BHYTPEHHHX OPraHOB B IIPOrpaMMy
JICYCHUs] BKIIOYAIOT BBICOKOAO3HYI xumuorepamuio (BJAXT) ¢ TpancmimanTanueil ayro-

TI'CK. ITamuenram crapiie 65 JeT WM NMpU HAJHYHK TSDKENOH OpraHHOW IucdyHKIHH
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creflyeT peKOMEHI0BaTh KOMOMHAIIMM HAa OCHOBE HOBBIX JICKAPCTBEHHBIX HpemnapaToB 0e3

stana BAXT ¢ ayTo-{Tl"CK‘.

A p ([AP16]): Her ncrounnka
JIMTEPATypbl, HEBO3MOKHO OLeHHTb Y/ u YVYP.

YpoBeHb yGequTeIbHOCTH PeKOMeHIanuii A (YPOBEHb JOCTOBEPHOCTH {0KA3ATEeIbCTB — 2).
Kommenrapmii: npu uanuuuu  dicusneyepooicaiowux cocmosanuti  (KIuHU4ecKkU 3HAYUMoe
Kposomeuenue, O0eKOMNEHCUPOBAHHASL cepOedHds HeOO0CMAmMOYHOCMb, HEKOMNEHCUPOBAHHYII
caxapHblii ouabem msadlcen020 meyeHus) NpoMmuUBOONYxXoneeds mepanus NPOGOOUMCs CpaA3y

nocie KynupoeaHusl yKa3anHvlx OCOJICHEHULL.

3.1.3. POEMS cunapom < | OTdhopMaTMPOBaHO: MEXAYCTPOUHbIN, MHOXMTENb 1,15 |
WH

Cospemennbie npuHIKNbl Tepannd POEMS cuHapoma HampaBieHBl Ha PEIYKIHIO KIOHA
TUIa3MAaTHIECKHUX KIJIETOK. BBUAY penxocTn 3a00NeBaHUsT OTCYTCTBYIOT — PaHJOMU3HPOBAHHBIE
KIMHUYEeCKHe uccienoBanus 1o yedennto POEMS cunppoma. Vmerommecs: mpencraBieHUst
OCHOBAHBI Ha PETPOCTICKTUBHBIX NJAaHHBIX U KIMHUYECCKUX HaGJ’I}OlIeHI/IHX.

Crparerust Tepanuy ONPEEIAeTCs Ha OCHOBE JBYX IapaMeTPOB: HAIMYHE KIOHATHHBIX
IUIa3MAaTHIECKUX KJICTOK B TPEIAHOOHMONTATe KOCTHOTO MO3Ta M YHCIO O4aroB OCTEOCKIEepO3a.
IIpu umcne owaroB ocreocknepo3a MeHee Tpex (1 wmM 2) U OTCYTCTBUM KJIOHAJIBHBIX
TUIa3MAaTHIECKUX KJIETOK B KOCTHOM Mo3re (II0 pe3ynbTaTaM HCCIIEOBaHHS TPeaHOOHONTaTa,
BKJIFOYasi IMMYHOTHCTOXMMHYECKOE MCCIICI0OBAaHHE) PEKOMEHAYeTCs — JIydeBas Tepamus Ha
ogaru B no3e 40-50 I'poii. IIpu momobroM moxpxoxe 10-merHsiss oOmas BBDKHBAGMOCTh
cocrauna 70%, BBII B teuenue 6 mer 62% [111, 112]. Knununueckue nposisiennst POEMS
CHHIpOMA perpeccupyloT B TeyeHne 3 -36 mecsues [4]. Yepez 6 mec mocie OKOHYAHHMS
JY4EBOM Tepamuu CIEAyeT ONPeleiHuTh COICpKaHWe MOHOKJIOHanbHOro Oenka m VEGF. B
cllyqae OTCYTCTBHS IiiyOokoro remarojorudeckoro orsera (IIP mmu OxYP) cremyer
PaccMOTpPEeTh BOIIPOC O Ha3HAYCHHH CHCTEMHOH TepariH.

CucremMHass IUTOPENYKTHBHAs TepalMsi IIOKa3aHa  IPH OOHAPYKEHHH KIIOHAIBHBIX
I1a3MaTUYECKUX KJIETOK B KOCTHOM MO3re MJIM Tpex U OoJiee 0uaroB OCTEOCKJIEPO3a B KOCTAX.
[Ipm KpynmHOM JHTHYECKOM oOdYare ¥ COXPAHSIOMIEHCS MOHOKJIOHAJIBHON CEKpEelHnH MOociie

CHCTEMHOU Tepanunu MOXKET OBITE JOMNOJIHUTECIIBHO MMPUMEHEHA JTy4€Basi TCparus.

3.2 JleyeHue BHepBbIe THATHOCTHPOBAHHOIO 3200JeBAHUS.

3.2.1 MOHOK/IOHAJBLHAS TAMMAIATHS € MOYE€YHLIM 3HAYEHHEM

MITI3 ¢ m1a3MOKJICTOYHBIM KIIOHOM.
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e [lanueHTam c Brepsble AuarHoctupoBaHHoid MI'TI3 pexkomeHayeTcs JieueHUE O OAHOU U3
mporpaMM ¢ BKJII0OYeHHEeM #6opresommuba** — VCd, Vd, NMP] (ommcaHme PeXXKMMOB — CM.

npunoxenne A3.1) [58, l78]]

YpoBeHb yoeanTeabHocTH pekoMenaaimii C (YpPOBEHB IOCTOBEPHOCTH JI0KA3aTEILCTB — 5). |

KommenTapuii: doza #0excamemasona™* moowcem 6vimv crusicena 0o 20 me 6 Hedento y
nayuenmos cmapwie 70 1em, npu 8ulpadiCeHHOM OMeUHOM CUHOPOME, OeKOMNEHCUPOBAHHOM
caxapuom ouabeme, cepOeyHOl HEOOCMAMOYHOCIU U OPYUX MANCENBIX CONYMCMBYIOWUX
3abonesanusx. /lozy #mengpanana** npu CK® menee 30 ma/mun Heodxo0umo cruszums 003y
Ha 50%.

e JlamueHTaM cC BIEpBblE JUATHOCTHPOBaHHBIM MITI3 peKOMeHayeTCsl JIeYeHue C

MpUMEHEeHHeM  #pnaparymymaOoM**B  coderanun ¢ #OopresommbOomM™* W

#neHamumomMugoM* * - [DaraVM P, DaraRd (ommcanue pesxuMOB — CM. IIpHIOKeHHe A3.1)
[58, 7878] ‘

BCHb UTEJIbHOCTH KOMEeH /1AL BCHb TOBEPHOCTH KAa3aTCeJIbCTB —

Kommenrapmii: 0osa #renanuoomuoa™* onpedensemecsi 6 coomeemcmeuu co CK®. B
coomgeemcemeuu ¢ uncmpykyuei x #menganany** npu CK® menee 30 ma/mun neobxooumo

cHU3umb 003y Ha 50%.

VYpoBeHns yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

KommeHnTapuii: dosza #renanuoomuoa **onpedensiemes 6 coomsememeuu co CK®.

e [lammenTtam ¢ BoepBble BolsiBieHHOW MITI3 B Bo3pacte no 65-70 jeT mpH OTCYTCTBHU
MIPOTUBOIOKA3aHUH PEeKOMEH/IyeTcsl IPOBEACHHE BBICOKOMO3HOW KOHCOJUJALNY,

Brmodaronieit ayro-TT'CK [85, 121 ]. TToka3aHus K BEICOKOZO3HOM TepaIyH, BKITIOYAIOLIEH

ayto-TI'CK, npu MI'TI3 ananoruuss mokaszanusm npu AL-A.

VYpoBensb yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeIbCTB — 5).
MITI3 ¢ ium$onaIa3zMOLUTOPHBLIM KJIOHOM M ceKkpenueii napanporeunna M
e bompaeiM MITI3 ¢ JauMdonaasMouUTAPHBIM

KJIOHOM PEKOMEHAYETCA  TEpalus

#puTykcumMaboM™** B COYETaHHH C #06opresomMnOOM™*,  #OeHmaMycTHHOM™™*,
#uuknodochamunom* *, #nexcamerazonom**— RitVd, RitBe, RitCd, (omucanue pexumon —
cm. npunoxkerne A3.1) [78, 80, 79,].

YpoBeHsb yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).
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MI'TI3 ¢ inmM$onaHbIM KJIOHOM

[Mammentam MITTI3 ¢ BepudUIHPOBaHHBEIM JHMM(MOUIHBIM KIOHOM DPEKOMEHAYETCS Teparus
#xm0paMOyIIIIOM B codeTaHuH ¢ #0OuHyTy3yMabom™** mm #purykcumabom™* * - (Chl-Rit, Chl-
G) , #6enmamycTuHoM** B coderanuu ¢ #purykcumabom** (RitBe), #uGpyruHuOGOM™**
#purykcumabom™** B coueranun ¢ #pymapadbunom™**,  #umkmopochamumgom* *(FCR-lite),
#BEHETOKIIAKCOM** (OTIHCAHNE PEXKMMOB — cM. Tiprioxkenne A3.1) [81].

Yposens ybenuteabHocTH pekomMenaanuii C (ypoBeHb J0CTOBEPHOCTH A0KA3ATEIBCTB — 5).

3.2.2. AL- amuiionno3
JleyeHne NalMEHTOB C BIepBbIe TUATHOCTUPOBAHHBIM AL-A — He kanaunaros Ha BJIXT c

ayTo-TI'CK (crapuue 65 Jer)

e [Januenram c Brepble quarHoctupoBaHHbiM AL-A ¢ I-I1IA cragusimu — He kanauaram Ha
BAXT c ayto-TI'CK pexomMeHayercs Tepanus c TIPUMEHEHHUEM

Japarymymaba™*(remsxeskHas——HOpMapacTBOp UL OJIKOYKHOI'O BeeneHus)  /

#6opresomuba**, #uuknodochamuma**, #nekcamerazoma** - DaraVCd (onumcanue

pexuMoB — cM. tiprtokerne A3.2) [85, 110}, 113].

YpoBeHnb yoeauTeJIbHOCTH peKOMeHAauuii A (YPOBeHb IOCTOBEPHOCTH J10KA3aTeIbLCTB — 2

.

Kommenmapuii: Dpghexmusnocmo dannozo NnpoOmMoKoa noomeepaicoeHa 8
pandomusuposarHom uccreoosanuu Il gasvl y nayuenmog ¢ enepevle OUAHOCMUPOBAHHBIM
AL-A na l—WA4 cmaouu. Japamymymad™™> egoounu nookoxcno. Yacmoma eemamonozuiecko2o
omeema cocmasuna 92%, 6 mom uucie NOAHAS U OYeHb Xopowas yacmuunas pemuccusi — 19%.
YV 42% nayuenmos nabniooanu cepoeunviii omeem, y 54% — noueunviii omeem Ha mepanuio

[113].

Pesynomamur mepanuu AL-A na I1IB cmaduu ocmaromes neyoosremsopumenvrvivmu. /s smoui=
KO20pmbl NAYUEHMO8 NPOBOOUNICsi OMKPbImoe MHo2oyeHmposoe ucciedosanue |l ghazer EMN 22
no npumenenuio #Hoapamymymaba™ 6 mownopedcume. #Japamymyma6** eeoounu B
MOHOpPEXHME: BHYTPHBEHHO (16 MI/Mi) WM TOZKOXKHO B (uKcupoBaHHOW no3e 1800 mr
exenenebHO {QYA4) B0 Bpemst 1kiioB {€)1-2, O2\A pas B e Heerw Jyist 108 E3-6 u QAW oy pas 84 Heyerm
nanee <) [114] .-

A p ([AP25]): Her noctyna k
MOJIHOMY TEKCTa.
TpuBemTe, moxanyicra, OTPHIBOK U3 KHUTH, ONUCHIBAIOIIMH
TIePEYHCIICHHBIC CXeMBI st narueHToB ¢ MIIT'3 ¢ M oHmHbIM
KJIOHOM.

OtcopmaTmpoBaHo: uHTepsan Mepea: 10 nT,
L MeXAYCTPOUHbIA, MHOXUTEND 1,15 UH

No6

A p ([PUr26]): paugomusuposanHo
€ MHOTOHEHTpoBoe uccnenopanue 3 passt — ANDROMEDA.
Iloka3aHus 3aperncTpHPOBaHbl B HHCTPYKIMH.

\:Oﬂpopma'mposano: MEXAYCTPOUHbIN, 1,5 CTPOKM

[OTd)opMa'ruposaHo: WpudT: 12 Nt ]

{Oﬂbopma'mposaﬂo: WpnudT: 12 nT J

Ilo npedsapumenvuvim oannvim y 71% 6onenvix ¢ enepsvie svisenennvim AL-A na 111B

cmaouu 6wl noayyen cemamonocudeckuil omeem, ¢ mom yucie 6 52 % cayuasx [IP u OXYP.
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Obwasn eviocusaemocms 6 meuenue 12 mec cocmasuna 53%. Bo3mooicHo npumenenue

npomoxoaa Dara VCd ¢ pedykyueii 0oz [114].

e JlammeHtam c BepBble quarHocTHpoBaHHBIM AL-A — He kanmunatam Ha BJIXT c ayro-
TI'CK — pekoMeHyeTcs JISYCHUE [0 OHOM M3 MPOrpaMM C BKIIFOUEHHEM #OopTe3omuba™*
-VCd, VMd, Vd (omucanue pexumoB — cM. mpuiokenune A3.2) [85, Owmmnodka!l

McTOYHMK CCHUIKH He Halinen. 109, 110].

Yposenb yoeauTeabHoCcTH pexomenaauuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTENbCTB — 5).
KommenTapuii: s¢pgexmusnocmo  bopmesomubcooepoicaweco  pescuma VCd 6 newenuu
nepsuunoeo AL-A  noomeepacoena 6  Kpynmwix NPOCNEKMUBHBIX — HAOIIO0AMENbCKUX
uccnedoganusax [113, 21]. I'emamonoeuueckuii omeem Habnwodaemca y 65-75% 0OonvHbix.
Tonnozo u ouenv xopowe2o yacmuuno2o omeema docmueaiom 50% nayuenmos. Yiyuuienue
@ynxyuu opzanog nabmooaemes 6 27-30% cayyaes. IlpooonscumenvHocms reyenus no cxeme
VCd cocmasnsem 6-8 yuxnos.

C yenvio ymenvuenus nobounvix s3¢pghexmos #oopmeszomuba** npu nosenenuu npusHaAKos
MoKcuuHOCmU  HeobX00UMAa ceoespemMennas pedykyus 0o03vl npenapama. Kpome moeo,
NOOKOJCHOe 68edenue #oopmesomuba** emecmo GHYMPUBEHHO2O CYWECMBEHHO CHUJCAENm
yacmomy paszeumusi noaunetiponamuy. Ilayuenmam c |1l cmaoueii AL-A (Revised Mayo Clinic
System) pexomenoosaro nauunams mepanuio ¢ egedenuenm Hoopmesomuba** ¢ 0oze 1 me/m® 1
58paz 6 medento ¢ nogviwenuem 003vl npu xopoweti neperocumocmu. Ilpumenenue
#oopmesomuba** cnedyem uszbecamv y nayuenmos c Hetiponamuell  (nepugepuu€ckou u
asmonomroii) [94, 110]. [Josa #yuxnogochamuda**, kax npasuno, ne npesviuaem 300 me/m’e
nedemio. Ilpu 2iceny00uKo8bIX HAPYUEHUSX pumma u 3aoepoicke dcuokocmu 6bonee 3% om
Maccewl mena 003y #oexcamemazona®* cuudicarom 6 0sa pasa (0o 20 me) [110].

Temamonozuueckuti Ox40 oonocen 6vimb docmueHym nocie 4-20 Kypca mepanuu uiu
panee. Ilpu menvuieti cmenenu omeema nokasana cmena mepanuu. Onpedenenue coOepiIcanis.
CJII] cnedyem evinonnsams nocie Kajicoo20 Kypcd mepanuu u odiee, nocie ee OKOHYAHUS,
Kasicovie 3 mec. Tlpu omcymemeuu nOA0HCUMENbHOU  OUHAMUKU NOKA3AH Nepexod HA GMOopyio
aunuto mepanuu [108, 1101].

Omgkpvimoe pandomusuposanroe uccreoosanue |l ¢gaszer nokazano npeumywecmeo
npomoxoaa YMA, no cpasnenuio ¢ Md 6 aeuenuu nayuenmos ¢ énepevle OuazHoOCMupo8aHHbIM
AL- amunoudozom. Ilpeumywecmao 6v110 00KA3aHO NO yacmome 0dwe20 2eMamoI02U4ecKo2o

omeema (79% u 52%), noaxou u ouenv xopowetl vacmuunou pemuccuu (64% u 39%), a maxosce
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obweil  evixcusaemocmu. Pexomenoosano nposedenue 06-8 yuknos mepanuu [115]. Ilo

Hexomopuim dannwim, pedcum VM bonee npeonoumumenen npu t(11,14) u 1921 [25, 57].

Hosy #ueagpanana** cruscarom na 50% npu CK® <30 ma/mun. Ha mepanuu VMd
cemamonocuydeckuii omgem (kak munumym YP) oondicen bvimb docmuenym nocie 3-20 Kypca.
IIpu omcymcmeuu eemamonozuieckoeo omeema ciedyem Hauams emopyro auHuio mepanuu [83,
110,].

e [lamueHTam c BrepBble auarHoctupoBaHHbBIM AL-A — He kangunartam Ha BIXT c ayro-
TI'CK — B xauecTBe aJbTEpHATUBHOHN OINUY, a TAKXKE IPU HAIUYUHM NPOTUBONOKA3aHUI K
NPUMEHEHHIO #OopTezomuba** pexomenayercsi jgedenne 1o nporpamme Md. (omucanume
pexuMoB — cM. ipuiiokenne A3.1.) [85, ]-

YpoBeHsb yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

e [lanuenrtam c BnepBble quarHocTupoBaHHbIM AL-A — He xanauaaram Ha BJIXT c ayro-
TI'CK — npu OTCYTCTBHHM NOpPa:KeHHsI Cep/lla B KauecTBE ILTCPHATUBHON OILUHM, a
TaKoKe NIPU HaJIWYMU IPOTUBOIIOKA3aHUM K IPUMEHEHUIO #0opTe3oMuba™™ pekoMeH10BaHA
Tepanmust ¢ TpuMeHeHneMm #HieHamupomuma** (Rd, RCd) (ommcanme pexuMoB — CM.
npmioxkenune A3.2) [85, 116].

YpoBeHsb yoenuTelbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KAa3aTeJIbCTB — 5).

Kommenrapuii: a¢hpexmusrnocmo u 6esonacnocmo pescuma RCd 6 neuenuu AL-A oyenusanu

uccnedosanusx |l gpasvr. 'emamonozuveckuii omeéem 6vin docmuenym y 46-60% 6o0nvHbix,

KIuHUYeckull (opeannviit) omeem - 6 46% cnyuaes [117, 118]. Oouarxo ommeuenvt criyuau

yxyowenus gynuxyuu novex u cepoya [120, 121]. B smoii ceés3u npenapam ciedyem npumeHsins

0CMOPOIICHO, NOO muyamenvhvbim monumopuneom. Cmapmosas dosa #Hienanuoomuoa™* ne

OondicHa npesviuams 15ue [94, 108].

Ilo muenuto nexomopwix sxcnepmos, 60avHbim AL-A C nopasicenuem cepoya ne credyem
UCNONBb308AMb  JIEHATUOOMUOCOOEPIHCAUUE NPOSPAMMbL 6 Kayecmee Nepeoll IUHUU Mmepanuu
[121].

JleyeHne NalMEHTOB C BIepBble AUATHOCTHUPOBAHHBIM AL-A, kanaunaros Ha BJAXT ¢

nocienymomeii ayro-TI'CK

[Maumentam ¢ Brepsble BbisiBICHHBIM AL-A B BoO3pacte m0 65-70 neT mpH OTCYTCTBHH

[POTHBOMOKA3aHUH peKOMeHyeTCsl  [POBEJCHHE  BBICOKOMO3HOH  KOHCOJMIALUH,

Bruirovaromiei ayro-TI'CK [92, 110, 121].

YpoBenb yoequtesbHocTH pekomenganuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJILCTB — 5).
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Pexomennammu European Hematology Association (EHA) u International Society of
Amyloidosis (ISA) o Beicokono3uoit xumuorepanuu ¢ ayro-TT'CK npu AL-A [121]
IToxa3aHus 07151 BEITOJHEHNS BEICOKOO3HOM KOHCOIHAIINH:

e Bo3pact menee 70 jert;

®  [OpaKCHHE )KU3HEHHO BKHBIX OPTaHOB;

e (paxis BeIOpoca jeBoro xenymouka > 40%, NYHA knacc < Il1;

e caTypauus KUCJIOpO/a IpH JIbIXaHUH arMOc(epHBIM BO3LyXoM > 959%;

e cucromueckoe AJl B monokeHue Jiexa > 90 MM pT. CT.;

e  (yHKIMOHANBHEI cTaTyc 1o Knaccudukamm ECOG < 2;

®  IpsMOi OHIMPYOUH < 2 MI/IT;

e NT-proBNP < 5000 rir/mi;

e Tpomnonus | <0,1 nr/mi, TporornH T < 0,06 nr/mit.

KommenTapuii: [/lpu cobniooenuu npomusonokasanuii K 6blCOKOOO3HOU XUMUOMEPanuu
MPAHCIIAHMAM ACCOYUUPOBAHHASL lemanbHocmb cocmasasem 4-1% [122, 123]. ITo dannvim
kaunuku  Mayo 15-zemmuas OB y nayuenmos nocae aymo-TI'CK cocmasuna 30%, u 6vinia
CYujecmeeHHo @viuie npu OOCMudiCeHuu noaHot pemuccuu (19.3 nem), no cpasnenuro c
nayueHmamu ¢ MeHbulell CmeneHvlo 2emamonocuieckozo omeema (19,3 u 5 aem
coomeemcemeenno) [124]. ITodoepocusaiowas mepanus 6onvnvim AL-A ne pexomendyemcs
[56].

HNHayKIMOHHBII 3TAN Tepanuu
BonbIIMHCTBO AKCIIEPTOB CYHUTAIOT IEIeCOO00pasHBIM MPOBOAMTh MHAYKLIHOHHBIA JTall Hepen

ayto-TI'CK Bcem manuentam AL-A, 0cOOCHHO B ClydasX HEBO3MOXHOCTH BBINOJIHUTH ayTo-

TI'CK nememenno [85, 94].

o [lammenTam ¢ BIICPBBIC BLISIBJICHHBIM AL-A PEKOMEHAYEeTCHA TNCPEa BBIIIOJHCHUEM ayTo-

TI'CK pekomMeHayeTcss MHAYKIMOHHBIN dTan Tepanuu [85, 94].

Yposens ybenuteabHocTH pekomMenaanuii C (ypoBeHb JOCTOBEPHOCTH 0KA3ATEILCTB — 5).

e [lamuenTam ¢ BrepBbie AMarHOCTUpoBaHHBIM AL-A ¢ I-llla craqusamu — He xaHaUAaTam Ha
BIAXT c¢ ayro-TT'CK pexomenayeTcss Tepamust C OpHMEHEHHEM Japatymymada
**(noakoxHas—popma_ pacTBOpP  JUIs  NOJKOKHOrO  BBeleHus) [#Gopresomuba**/
#mknodochamuma**/#nexcamerazona** - DaraVCd (ommcannme pexuMOB — CM.
npriokenue A3.2) [85, 110].

YpoBenb yoequreabHocTH pexkomenaanuii CA (ypoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 51).
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[Tanuenrtam ¢ BepBble BbIABICHHBIM AL-A B Bo3pacTe 10 65 1eT a Taxke nanueHram 65—70 aer
C XOpOIIMM COMAaTHYECKHM CTaTycoM 0e3 TsDKENBIX COMyTCTBYIOIIMX 3a00JIeBaHUH, KOTOPBIM
wianupyercs BAXT ¢ ayro-TI'CK, B xauecTBe MHAYKIIMOHHON Tepanuu peKoMeHayeTcs 4-6
KypCOB KOMOHHHPOBaHHOH Tepanud, BKJouamoueil #6oprezomub/ #uuxnodochamun** u

#nekcamerazon** - (VCd) [85, OmmoOka! Mcrounuk cepuikn e naiyien.209, 110].

YpoBeHs yoenuTeabHocTH pekomenaanuii C(YpoBeHb 10CTOBEPHOCTH {0KA3aTeJIbCTB — D).

e [lammeHTam c BHepBbIe BEIIBICHHBIM AL-A B Bo3pacTte 10 65 €T a Taroke nanuerTam 65—70 ner ¢
XOPOLIUM COMATHYECKUM CTaTyCcOM 0e3 TsDKeJI0# OpraHHOi AUCdYHKIHH, KOTOPBIM IIAaHUPYETCs
BIXT ¢ ayto-TI'CK, npu npoTHBOMOKa3aHWH K HA3HAYCHHUIO #0opTezoMmuba** B kauecTBe
MHYKIMOHHOW Teparniy peKoOMeH/I0BaHa Teparus ¢ IPUMEHEHHEM HIeHannIoMuIa™* *:
#lenanudomuo**/Hoexcamemaszon**(Rd), #renanuoomuo** /# yuxnogpocpamuo **

/# dexcamemason ** (RCd) (onucanue pexcumos — cm. npunoscenue 43.2) [85, 116].

YpoBenb yGeaqureabHocTH pexomengaunii C(ypoBeHb J0CTOBEPHOCTH A0KA3ATENLCTB — 5).
KommenTapuii: [Hayuenmam, komopoim naanupyemes BIXT ¢ aymo-TI'CK, npu npomugonoxaszanuu k
naznavenuio #oopmesomuba**, a makdce npu HeEOOCMAMOYHOM omeeme HA UHOVKYUOHHYIO
mepanuio 6opmezomudcodeparcawmumu pedicumamu (ne oocmuenyma OxYP  nocne 4 yuxios)
peKomenOyemcs npuMeHams 2-10 JUHUIO Mepanuu Ha OCHose #ienanudomuoa™**.

Ipumenenue #Hrenanudomuoa™* moorcem conpososcoamscs pesxum napacmanuem NT-
proBNP, umo  compsioiceno ¢ puckom  enezanmot  cmepmu. B omoiul  ceasu
JIEHATUOOMUOCOOEpIHCAUe  NPOSPAMMYL  cledyem — NPUMEHAMb  TOJbKO 6  CIyHasax
HeaphexmusHocmuy (Uiu HeOOCMAMOYHOU PHEKMUSHOCIU OCIMATLHBIX PENCUMO8 MEPanui)
noo mwamenvhvim monumopuneom NT-proBNP u Opyeux napamempos @ynxyuu cepoya [23,
40]. CraproBas mo3a #iaeHamumomuaa** cocraBmia 5 M C ¢ BO3MOXKHBIM IOCTEIEHHBIM
noBbllieHHeM 10 15 wmr.  [lockonvky #ienanudomuo** obradaem muenocynpeccusHvlm
agpgpexmom, mobunuzayuro u coop aymo-TI'CK yenecoodpaszno evinoansames nocie 4-2o
JIEHATUOOMUOCODepIAHCcaUe2o Kypcd.

TpaHcIJIAHTALMOHHBII 3Tan
e [lanuentam c BrepBbie BbisiBICHHBIM AL-A B Bo3pacTe 10 65 5ieT, a Takke HallUeHTaM

65—70 1eT ¢ XOpOUIMM COMAaTHYECKHM CTaTycoM Oe3 TsHKENoW OpraHHOM AHMCGYHKIUH,

MOCJIe MHAYKIMOHHOW Tepanuy PeKOMeHAYyeTcsl BBIIONHCHHE MOOMIHM3aluu U cOopa

IEeMOII0ITHYECKHX CTBOJIOBBIX KJIETOK KpoBu [ 121, 122]

VYpoBennb yoenuteasHoctn pekomenaanuii CA (YpoBeHb JOCTOBEPHOCTH 10KA3aTEILCTB —43).
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KomMmenTapuii: [[na munumusayuu pucka moKCUUHOCMU DPEKOMEHOYemcs nposooums c6op

nepugepuyeckux CcmeoI08uiX KIemoK Hpu CmaduIbHOM KposemeopeHuu. Pexomenoyemoe

xonuuecmeo CD34+ xnemox ons nayuenmos ¢ AL-A cocmaegnsiem ne menee 5 x 10 © xremon/xe

[125].

o [lanmeHTtaM ¢ BriepBbIC BhISIBICHHBIM AL-A B Bo3pacte 10 65 Jyiet, a Takxke nanueHtam 65—70
JEeT C XOpOIIMM COMATHYECKHM CTaTycoM O0e€3 TSDKENIOH OpraHHOW MUCHYHKIHH MOCIe
HWHIYKIMOHHON TEPAIUH B CJIy4ae YCIEHIHOrO cOOpa reMOMO3THYECKHX CTBOJIOBBIX KIIETOK
pexomenayercs BoinoiHeHue BAXT #mendananom** u nocneayromeil TpaHCIUIAHTALUK

ayro-TI'CK [85, Omn6ka! McTouHHK CCBLIKH He Haiinen.109, 121].

Yposens yoenuteabHocTn pekomenaauuii CA (YpOBeHb I0CTOBEPHOCTH A0KA3aTeNbCTB — 52).
KomMmeHTapuii: pexomenoyemultli uHmepean mexicoy coOopom 2emMonoImMuieckux cnmeoi08blx
KIeMOK U HA4a10M npeOmpancnIAHMAYUOHHO20 KOHOUYUOHUPOBAHUA cocmasiiem 2-4 nedenu.
B kauecmese npeompancniaumayuonHo2o0 KOHOUYUOHUPOBAHUSA NpuMeHsemcs #vengaran™** 6
0o03e 140-200 me/m2. Ipu CKD > 50 ma/mun u so3pacme nayuenmog maaouie 65 nem mengpanan
npumensiiom & 003e 200 me/m? , npu CKD < 30 mn/mun — 6 0ose 140 me/m?. Hayuenmam 6
sospacme 65—70 nem umu npu CK® 30—50 ma/mun pewenue o 003e menghaiana npuHUMaom

unousudyanvo.| 85)]

JTan noajaep;KuBaloLIeii Tepanuu

e  BoupabiM AL-A mojepxuBaroiias Teparis He pexomenayercsi [121].

YpoBeHs yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KAa3aTeJIbCTB — 5).
KommenTapmii: 6 nacmoswee epems He O00KA3aHO NpeuMyWecmso noooepicusarouyeri
mepanuu  #oopmezomubom**  umu  #reHamuoomudom** y  6oabHLIX ¢ 6nepsvie
OJuaznocmuposannvim u peyuousupyrowum AL-A [125, 126]. Oonako npu couemanuu AL-A u
MM noooepacusarowas mepanus nocie  aymo-TI'CK nposodumcs 6 coomeemcmeuu ¢

KAUHUYECKUMU peKomenoayusimu no tevenuio MM [82].

Jleuenue IgM nmepBuYHOro amMumijionao3a

e bompaeM IgM AL amunonnozom ¢ JUMEQOMAHBIM KJOHOM PEKOMEHAyeTcs Tepamnus
#purykcumabom™* B coueTaHMH C #06oprezomuboM**,  #OeHTaMmycTHHOM™ *,
#nexcamerazoHoM** min #npeanuzonoHoM** — RitVd, RitBe, a taxxke #0ennamycruna**
B COYETaHMU C #npeaHuzonoHoM**— BeP (onucanue pesicumos — cm. npunosicenue A3.2)

[127 -131].
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o6 p ([AP27]): /115 npenapatos BHE
MOKa3aHHs NOIKHBI ObITh YKa3aHHBI CCHUTKH, MOATBEPK Aabie
PEIKHM JO3HPOBAHUS




VYpoBeHns yoenureiabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

KommenTapmii: 6 nacmosuwee epemsa HedocmamoyHo O00KA3amenscmes, 0O0CHOBLIBAIOUUX

6v100p mepanuu npu 1gM AL amunoudose. I'nybokuii cemamonocuueckuti omeem (IIP u OxYP)

ommeuaemcst pedko, nuuib y 14-22% [128,129].

e bonbHbM IgM AL amunonzno3oM ¢ miasMaTH4eCKUM KJIOHOM DPEKOMEHIOBaHa Tepamus
#mendananom** u #nexcamerazoHom**, GopresomubCconepKamME porpammamu -  Md,
Vd, VCd, VMd (onucanue pesxcumos — cm. npunosicenue A3.2) [128].

VYpoBeHns yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 4).

3.2.3. POEMS cunapom )

Mupykuuonnas repanuss POEMS cunapoma
e [lamueHTam c BrepBble AuarHoctupoBanHbiM POEMS cuaipomMoM pexkoMeHayeTcsl Tepamms
¢ npuMmeHeHreM #Ooprezomuba**, #uuknopochamuna**, #nexcamerazona** (VCd), wumm
#6oprezomuba** u #uexcamerazona** (Vd) (omucanue pexxuMoB — cM. mpuiiokenne A3.3)
[4, 78, 132-134].
VYposens yGequrenbnoctu pexomenganuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTEIbCTB — 4).
KommenTapuii: npu npumenenuu #oopmezomuba™* u #oexcamemasona™* 69 nayuenmam c
POEMS cunopomom 6 46% cnyuaes 6vin docmuznym ROIHbIL 2eMamoIo2uteckuli omeem, y
27% nayuenmos - OxYO. Cuuowcenue cooepacanuss VEGF 0o nopmaneuwix 3uauenuil
Habmooanoce ¢ 44% ciyuaes. Knunuueckuii omgem nabmooancs y 84% nayuenmos. Tonvko y
2-x (U3 69 nayuenmos) HAOMOOANU  YCUNEHUE  BbIDAMCEHHOCMU  nepugepuyeckol
noauneuponamuu. Ilpu meduane nabniodenus 22 mec  31% nayuenmam nompebosanace
emopas nunus mepanuu. Jlgyxiemusn obuas eviocusaemocms cocmaguia 96%. B omom
uccnedosanuu #oopmezomub™>* 6600unu nookodcnos 0oze 1,3 mem? 1 paz 6 meoenio,
#oexcamemason™* 40 me ¢ nedemio (4 mnedeiu — 1 yuxn) 6 meuenue 9 yuxnos [133].
Pesynomamul  npumenenus #6opmesomuba** (6 0dose 1 me/m® 2 pasa 6 Hedemo),
#oexcamemasona** (8 doze 20 me 1-4 onu u 8-11 onu), #yuxnogocamuoa** (200 me
6Hympugerro 1-4 OHu) Ha Hebonvwiol epynne nayueHmog (20 601bHBIX) NOKA3AAU CXOOHYIO
aghpexmuenocmo. Ooupuii cemamonocuyeckuti omeem u  Hopmanuzayusi VEGF nabrodanuces y
76% nayuenmos. Hccrnedoeamenu maxsce He oOmMeudanu YXyouleHue HespoI0SUYecKo20

cmamyca 80 epems. mepanuu [f134{]. ]

OTcopMaTUPOBAHO: MEXAYCTPOUHbIN, MHOXUTENb 1,15
VH

o6 p ([PUr28]): orpaxaer.
Twenty patients that were newly diagnosed POEMS
syndrome at Shanghai Changzheng Hospital from
December 2014 to May 2016 were included. All the patients
met the diagnostic criteria proposed by Dispenzieri (2014)
and they all received 3-6 cycles of bortezomib-based
induction therapy as follows: bortezomib

1 mg/m? intravenously on days 1, 4, 8 and 11,
cyclophosphamide 200 mg intravenously on days 1-4, and
dexamethasone 20 mg intravenously on days 1-4 and 8—
11.

* %

Taxum obpaszom, npumenenue #HoopmezoMuba™* He conposoicoanrocv ycyeyoneHuem

nepugepuyeckol noaunelponamuy 3a ciem HeupomoxcuuHocmu npenapama. Tem He meHee
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Jit p ([AP29R28]): U3-3a
HECOOTBETCTBHUS 7103 6OPTE30MHGa 1 IeKCAMETa30Ha HCTOYHUK HE
MOXKET CYMTATHCS PEICBAHTHBIM.

Jil p ([AP30]): Vcrounuk 134 ne
OTpaKaeT J03bl B YKa3aHHBIX cXeMax jeyenus. Heobxomimo

yKa3aTh peJICBaHTHBIH HCTOUHHK. .




opyeue uccredosamenu npeonodumaiom usbeeamv HasHauenus HOopmesomuba** ¢ nepeot

JUHUY MEPAnuuy, HO CYUMAION B03MOICHLIM €20 NpumMeneHue npu peouyuee 6 pexcume 1 pas 6

Heoe NOOKOIICHO NOO MUAMENbHbIM MOHUMOPUHSOM Hegpoio2uiecko2o cmamyca [132].

e [lammenram c Brepsble auarHoctupoBaHHelM POEMS  cunzpoMoM pexomMeHZoBaHa
Tepanus ¢ MpuMeHeHrneM #ieHamuaomuaa** (Rd;) (ommcanne pe)XMMOB — CM. TIPHIIOKEHHE
A3.3) [78, 135].

YpoBenb yoeauTtebHOCTH pekoMenaanuii C (ypoBeHb J10CTOBEPHOCTH A0KA3aTelbCTB
-5).

Kommenmapuii. Ha mepanuu no npospamme  #Hnenanuoomuo™* u #oexcamemason™* y 46%

nayuenmos 0Ovln 0OCMUSHYm — NOAHbINL 2emamonocuyeckuti omgem, 8 mom uducrne 6 95%

cryyaes HaOIO0ANU Yayuuienue Hesponocuyeckoeo cmamyca. Ilpu meduane nabaoodenus 34

Mec obwas evidcusaemocms cocmasuna 90%, eviscuseaemocms 6e3 npogpeccuu - 15% [135].

Ommeuena 6vicokas uacmoma mpomb0308, 8 MOM HUCIe MO3206bIX apmepuil, umo

ceazvieaiom kax ¢ POEMS  cunopomom, max u ¢ mepanueii #aenanuoomuoom™*. B amoii

C6A3U  HeKomopble Cneyudanucmsl nepeo HA3HAYeHueM UMMYHOMOOYIAMOPOE PeKOMeHOYIom

BbINONHAMb MACHUMHO-PE30HAHCHYIO AHUO2PAGUIO 201061020 Mo32a [136].

o [larmenrtam ¢ POEMS cunzipoMoM  pekoMeHZOBaHa Tepanus #1apaTyMymadoM**  Kkak B
MOHOPEIKHME, TAK M B COUCTAHHH C #IeHATMIOMUIOM** u  #rekcamerasonom** (Dara,
DaraRd) [4, 137-0141] .

VYposens yGequrenbnoctu pexomenganuii C (ypoBeHb JOCTOBEPHOCTH I0KA3aTeIbCTB — 4).

o [Januentam ¢ POEMS cunapoMoM pekOMEHI0BaHa Tepanus ¢ IpUMeHeHHeM #Mendanana**
(Md) (oncanue pexxumoB — cM. npunoxenne A3.3) [4, 78].

YpoBenb yoeaureabHocTH pekoMenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTe/ILCTB
— 5).KommenTapuii. [1o pe3yriomamam npocnekmueHo2o uccie008amus, knoyaiouezo 31
nayuenma, nocie 12 kypcos #mengpanana** c #oexcamemasonom™™ y 81% nayuenmos
HAOI0ANCs 2eMamoNI02UYeCKULl Omeen, Y 6cex Nayuennos cHu3unocy cooepoicanue VEGF
U YMEeHbUUNIUCL NPUSHAKU NoauHetiponamuu | 1.

e Jlammentam ¢ POEMS cunapomMoM peKOMEeHIOBaHa Tepanus ¢ IpUMEHEHUEM
#nomammnomuna**u #nekcamerazona* * l(Pd) (omucaHue peXXUMOB — CM. MpHJIoXKeHHe A3.3) ]

[4,78].

YpoBennb yoequreabHocTH pexoMeHaanuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).
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A p
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e Jlammmentam ¢ POEMS cunapomoM B Bo3pacte A0 65 JeT Ipu OTCYTCTBUU

MPOTHBONOKA3aHWH TOKa3aHa BBHICOKOO3HAs XMMHOTepanus #mendanaHom™* B mpose 140-

YpoBeHb YOIUTEeNBLHOCTH pexoMeraanuii C (VPOBEHD JIOCTOBEPHOCTH JIOKA3ATEIbCTB — 5).«

KommenTapuii. B pempocnexmugnom ucciedosanuu, exnouaiowem 80 nayuenmos ¢ POEMS
cunopomom, nocne aymo-TI'CK 6-nemuss BEII cocmasuna 72%, 10-nemuss obwas
soiocusaemocmv 89% [111].  Ilo nexomopwim dannwvim, npogedeHue UHOYKYUOHHOU mepanuu

neped aymo-TI'CK crudcaem uucio ocnodicnenuti 6o épemsi u nocie aymo-TICK [4, 78, 140142].

3.3. JleyeHue penuanBa

3.3.1. Jleuenue peuuanBa MOHOKJIOHAJILHOI raMMAaNaTHH ¢ MOYeYHbIM 3HAYEHHEM.
Perunus passBuBaercst y OompmmmHCTBa manumeHtoB MITI3. Bribop mporpamMmel JiedeHHs

peuuanBa 3aBUCUT OT 3(1)(1)CKTI/IBHOCTI/I Hpe,HHIeCTByIOHICﬁ Tepanuu, NIUTEIBHOCTH PEMUCCUH,

COCTOSIHHUA u BoO3pacTa nanucHTa, COHyTCTBy}OIIIeﬁ 1aToJIOrHHU u OCJIO)KHeHPIfl,

COIPOBOXK/IABILIHX IIEPBOHAYANBHYIO Tepanuioo. [Ipy mo3nqHUX peunanBax, pa3BUBIINXCS dYepe3
rog u Oomee mocie MOCTHKEHUS MPOTHBOOIYXOJEBOTO OTBETA, BO3MOXKHO HCIIOJIb30BAHHE
NPUMEHSBIINXCS paHee METOJNOB JeueHus. Jos JiedeHHs paHHHX peHUAHBOB  (TIpH
JUIMTENbHOCTU peMUCCUH MeHee | rona), a Takxke Ipu pepakTepHOM TEUCHUU OONE3HU ClIeTyeT

HCIIOJIB30BAaTh AJIbTCPHATHBHYIO nporpamMmy. Syt porpaMmbI JOJDKHBI BKJIIOYaTh

JICKapCTBEHHBIC MPEMapaThl IPYTHX KJIaCCOB, MOTYT OBITh MCIIOJIB30BaHbI KaK B MOHOPEKHME,
Tak U B BuJe MX KoMmOuHaumii. Jledenune peumauBa MITI3 ¢ miua3sMOKIETOYHBIM KIOHOM

NPOBOMAT TAaKKe KAaK TEPamMI0 PElUANBa MHOXXECTBEHHOH wmuenomsl [78, 82]. Jleuenue

permanea MITI3 ¢ muMdommasMonuTapHEIM KIOHOM NPOBOJSAT [0 HPHHIMIAM Teparun

MakpornoOyniuHemun Banbaencrpema [78, 80].  JleueHue peuuanBa ¢ JTUM(OUIHBIM KIOHOM

AQHAJIOTUYHO JICYCHHIO XpOHUUEecKoro tumporeiikosa [78, 81].

3.3.2. Jleuenue peuuaua AL-A
PermouB paszBuBaercsa y OonmbpInpHCTBA manueHTOoB AL-A. BriGop mporpaMMel JedeHUs

PELUINBOB 3aBUCUT OT 3((PEKTUBHOCTH MPEAMIECTBYIOMEH TEPAnH, JIUTEIBHOCTH PEMUCCHH,

COCTOSIHUA u BoO3pacTa nanyucHTa, COHyTCTBy}OIIIeﬁ IaToJIOrHu u OCJIO)KHeHPIfl,

COIPOBOKAABLIMX IEPBOHAYAIIBHYIO TEPAIIHIO.

e Jlna neuenus penunua AL-A pexomenmoBaHa Tepanus #napaTymymabom** kak B
MOHOpEXHMe, TaKk M B cCoueTaHuM c #HOopresomubom™**, #iukiaopochammmom** u
#nekcamerazonom** (Dara, DaraVCd). #—[aparymyma0** BBOIWIM B MOHOPEXKHME:
BHYTpHBEHHO (16 MI/MJI) WM MOAKOXHO B (pUKCHpoBaHHOH o3¢ 1800 Mr exxeHemensHO

(OS5 Bo Bpemst mukinoB—ES31-2, ©2W-pa3 B /Be Hemenw B IMKIBIAF—E3-6 u—O4W
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Ao6 p ([PUr33]): POEMS
(POLYNEUROPATHY, ORGANOMEGALY,
ENDOCRINOPATHY, MONOCLONAL PROTEIN, SKIN
CHANGES)

POEMS-2

TREATMENT RESPONSE ASSESSMENT
« RT alone to isolated bone lesion (<3
sites) in patients without clonal BMPC

« Autologous HCT in patients who

are eligible as sole therapy or as
consolidation after induction therapy
Induction therapy options include:

¢ Lenalidomide/dexamethasone

¢ Bortezomiba/dexamethasone

¢ Melphalan/dexamethasone

¢ Cyclophosphamide/dexamethasone

¢ Pomalidomide/dexamethasone

« In patients who are transplant ineligible,
options include:
Lenalidomide/dexamethasone
Bortezomiba/dexamethasone
Melphalan/dexamethasone
Cyclophosphamide/dexamethasone
Pomalidomide/dexamethasone

Jil p ([PUr34]): TABLE 4 Activity
of therapy for the treatment of POEMS syndrome

Regimen Radiation

Melphalan- dexamethasone

Corticosteroids

Cyclophosphamide- dexamethasone

ASCT

Thalidomide- dexamethasone

Lenalidomide- dexamethasone

Bortezomib Bevacizumab Outcome

50%-70% of patients have significant clinical improvement

81% hematologic response rate; 100% with some neurologic
improvement

50% of patients have significant clinical improvement

At least 50% of patients have significant improvement

100% of surviving patients have significant clinical improvement
Reported responses, but not recommended as first line due to risk
of neuropathy

75%-95% patients have significant clinical improvement and
VEGF improvement

Nearly 100% in combination with cyclophosphamide and
dexamethasone. Caution regarding risk of worsening neuropatl[?

o6 p ([AP35]): Ucrounnku
HEpEeNeBaHTHBI ( He YKa3aHBI 1035l H BO3PACTHBIC OrPAaHHUCHHS
nonysiiun) HeBo3morkrao onpenemnts Y] u VYP tesuca.

| PeneBanTHbL

o6 p ([AP36R35]): B npusenennbix
BAMHM OTPBIBKAX, HET KOHKPETH3ALMH TI0 BO3PACTY MAI[UCHTOB, 1
He yKa3aHbI 11036l Menanana. A Tak Kak MesdanaH Ha3Ha4aeTCs
BHE T10Ka3aHHH, TO 103bI 1 TIOATBEPKAAIOIINE HCTOYHHKH
JIOJDKHBI ObITH 005132 TENLHO.

OtdopmaTmposaHo: LpndT: (no ymonyanmio) Times )
New Roman, 12 nT, NONy>XWpHbIi

{O'rd:opma'ruposano: O6bIyHbINM, 6e3 HyMepauum




“4C)onun pas B YETLIPE HEJAEIN TIOCIIE. i(Ol'Il/IcaHI/Ie PEXKUMOB — CM. ipuiiokeHne A3.4) [[78, 85,
110],

VYpoBeHs yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

e Jlns nedennst pexunuBa AL-A pekoMeHI0BAHO NOBTOPSHHUE NPOBEICHHON TEpaIiy, B TOM
yucie o nporpammam Vd, VMd, VCd, npu mmrensHo# pemuccuu (Gosee 2-X JeT) mocie
TIepBOit JIMHUH TEpATHH [(OMUCAHHE PEKUMOB — CM. TpHIokerue A3.4) [85, 110].

YpoBeHb yOeaUTEIbHOCTH PeKoMeHIaluii A (YPOBEHb I0CTOBEPHOCTH J0KA3aTeIbCTB — 5).

e Jlna omeveHus peaunuBa AL-A  pexoMeHToBaH #uKcazomMuO** B COUCTaHHH C
#nexcamerazoHoM** - I1xaD (omucaHne pexxuMoB — cM. rpriaoxenne A3.4) [85, 110].

Yposens yoeaurenbHocTH pexomenaanuii C (YypoBeHb I0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenmapuii:  spghexmuenocmov  u  6e3onachocms  #uxcazomuba** 6 cowemanuu ¢

#Hoexcamemazonom** @ nevenuu nayuenmos c peppaxmepno/peyuousupyiouum AL-A Ovina

0oKasana 6 MHO20yeHmpo8om uccredosanuu 1/2 gazvl. 'V 52% nayuenmos  6vl1 docmuehym

eemamonozuyeckuti omeem, y 56% — opearnnviii omeem. [penapam nasnauanu 6 003e 4 me 1 pas

6 Hedenio [132].

e Jlna nedeHus peumguBupyromero/peppakrepuoro AL-A pexkoMeHI0BaHO IpUMEHEHUE
MenamuoMuacosiepkammux mporpamm: Rd, RCd (omucanme pekuMoB — cM. MpHIOKEHHE
A3.4) [85, 110].

YpoBeHs yoenuteabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 5).

Kommenmapuii: 0doza #renanudomuoa™* ne oonxcna npegviwame 15 me 6 cymru. Ipenapam

NPUMEHAION € OCIMOPOJICHOCIMbIO NAYUEHMAaM C nopajicenuem cepoya. Bo epems npuema

He0OX00UM MWAMenbHblll MOHUMOPUHE (QYHKYuYU novex u cepoya.  Ipexmusnocns

JIeHAAUOOMUOCOOepAHcauux npoepamm npu peyuouse AL-A cocmaensiem 41% [117].

VYposens yoequrenbHocT pexomenganuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEILCTB — 5).

e Jlna nedenus peuunuBa AL-A pekoMeHI0BaHO npUMeHeHue #rnomanuaomuna** B
coueraHuu ¢ #uekcamerazoHoM** - PomD (ommcanne pexxuMoB — cM. mpuioxenne A3.4)
[85, 110].

VYposens yGequrenbHocTu pexomenganuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEILCTB — 5).

KommenTapuii: sgpgpexmuenocms xombunayuu #nomamuoomuoa** ¢ #oexcamemasonom™*

bvlia nokazama Ha Hebomvbuiol Kocopme nayueHmog c¢ peyuousom AL-A. 'emamonocuyeckuii

omeem Ovln docmueHym y 38% nayuenmos, evidcusaemocms 0e3 npocpeccuposanus 15 mec

[112]. Cmapmosas u onmumanvhas doza #nomanudomuda** cocmasuna 2 me2 [85, 110].

Ypogensb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 5).
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o6 p ([AP37]): Her B npunoxenuu
A3.4., rne cxemsl uist peunmea AL-A

HeBo3MOXHO OLEHUTD 1035l L1 OTOM MOMYIALMH, YTO UL
NPENapaToB BHE MOKA3aHUI 00s3aTEIbHOE YCI0BHE

o6 p ([PUr38]): nporokon
sapeructpuposBad. Homep nucTpykuun Ha I'PJIC JITI-008138-
130923

o6 p ([AP39R38]): B koukpetHo
5TOM Te3Hce AapaTyMyMab Mpe/iaraeTcs BBOJUTH Kak
MOAKOKHO, TAK HBHYTPUBEHHO. [10 IOKa3aHMAM - TOIBKO
napaTymymab B opMe pacTBOpa [T OAKOKHOTO BBEACHHUS.
Kpowme Toro, MOHOTEpaMis HHCTPYKUHEH HE OAPasyMeBaeTCs.

TToatomy 371ech MapaTymymal BHE HOKa3aHHH.

Ao6 p ([AP40]): HepenesauTubl B
OTHOLUCHHUH YKa3aHHbIX B TE3UCE /103.

o6 p ([AP41]): Her B npunoxexnn
A3.4., rie cxemsl st peupmea AL-A

HeBo3MOXHO OLIEHUTH 103bI IS 9TOH TMOMYJIALHH, YTO IS

MpernapaToB BHE MTOKa3aHHiT 0053aTEIBHOE YCIOBHE

' po6 p ([AP42]): Her B npunoxenuu

A3.4., rne cxembl it peunguBa AL-A

HeBo3MOXHO OLEHUTD 10351 1S OTOM MOMYIALMH, YTO UL

IpernapaToB BHE 10Ka3aHU 0053aTeIbHOE YCIOBHE




3.3.3. Jleuenne penuausa POEMS cunapoma

PennuB passuBaetcs y OonpmmHcTBa manneHToB POEMS cunnpomomM. BriGop mporpammet
JICYCHUS] PelUNBA 3aBHCHT OT 3(Q(PEKTHBHOCTU IPEIIISCTBYIOIICH Teparuy, JUIUTEIHHOCTH
PEMUCCHH, COCTOSIHUSL M BO3PACTa MAaLMEHTa, COMYTCTBYIOLIEH MaTOJIOTUH U OCJIOXKHEHuM. [Ipu
MO3[HUX  PEIUAMBAX, pPa3BUBIIMXCS dYepe3 ToA M Oomee  TIOCIHe  JTOCTHIKEHHS
HPOTHUBOOITYXOJICBOIO OTBETA, BO3MOXKHO HCIIOJIB30BAHUE IIPUMEHSBIINXCS paHee METOJ0B
nedeHust. JJs Je4eHns] paHHUX PELMAMBOB (NIPU JJUTENBHOCTH peMuccHu MeHee 1 rona), a
Take OpH pedpakTepHOM TeYeHHH OOJE3HH CJeIyeT HCIONb30BaTh Mpermaparsl M HX

KOMOWHAIINH, KOTOPBIC HE MPUMEHSITUCE B 1-if TMHUH.
3.4. ConpoBoauTejbHas Tepanus

Ipogunaxmuka un@exyuonnvIx 0Cn0NCHeHUI

e Bcem 00bHBIM, KOTOpBIC IOIY4YaroT Tepamuio #OoprezoMuboM™*™* u #naparymymabom™*,
PeKOMEH/I0BaH preM #anMKIOBHpa™ * MK #BANAIMKIOBAPA™* Lunﬂ npodunakTuku Herpes
Zoster [143145]. | [ManmeHTam, CepOMO3MTHBHBIM TO BHPYCAM OMOSCHIBAIONIEro repreca |
Ha3HAYaI0T aluKIoBUp™* B no3e 800 mr 2 pa3a B cyTku uiaM Basanukinosup 500 Mr BHYTps 2
pasa B cytku [143145].

VYposens yGequrenbHocTu pexomenganuii C (ypoBeHb J0CTOBEPHOCTH 0KA3aTEILCTB — 5).

e [lepen nayasom Ttepanuu BceMm nauumeHtam AL-A pexkoMeHI0BaHa BaKIMHALUS NPOTUB
MTHEBMOKOKKA, a TAK)Ke €XKeToIHast BAKIWHAIUS OoT Tpurma [94].

YpoBens yoegurebHocTH pekoMenaanmii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5).

Tepanus negppomuueckozo cunopoma u NOUEUHOI HEOOCMAMOUHOCIU

e Bcem nauueHTaMm ¢ He(prTI/I‘leCKI/IM CUHJPOMOM U BBIPAXKECHHBIM OTE€YHLIM CUHIPOMOM

pexomeHoBana Tepanus auyperukamu [85, 94].
YpoBenn yoeaurteabHocTH pekoMenaanmii C (YpoBeHb 10CTOBEPHOCTH /10KA3aTeJILCTB — 5).

Kommenrapmii: ¢ psde ciyuaes Heob6xo0umo couemanue — GblCOKUX 003 «NEMIEBLIXY
OUypemuros, MuUA3UOHBIX OUYPEMUKO8 (MUA3U008) v AHMASOHUCMOE AlbOOCHEPOHA U OPYUX
Kanuticbepezarowux npenapamos. Modicem Ovimb NOAE3HO OZpAHUYEHUe YNOMpeONeHUs Cou U

JHCUOKOCIU.

e bompabiM ¢ MITI3 u tepmunaneHoi craaueit XBII pexkoMengoBaHa 3amecTUTENIbHAs
noyeyHas teparus [51, 149151].

YpoBeHs yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJIbCTB — 4).
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A p ([AP43]): [l1s npenapatos BHe
MOKa3aHMUi JI0JUKHBI ObITh yKa3aHbl J03bl, COCOO, KPATHOCTh U

JUTMTEIBHOCTH IIPUEMa, ¥ MOATBEPIKIAFOIIME CCHUIKH.

Jil p ([AP44]): Vcrounuk npo
JIMTOKCHH, HepeJleBaHTHb{ﬁ4

Heso3moxkuo onenuts YIJI u YYP 6e3 peneBaHTHBIX
HUCTOYHHKOB.

o6 p ([AP45]): 3nech o6o3naueHb
JIBE CHTYaLUH:

- U1 IPO(QMIAKTHKY TIPH Tepanuu 60pTe30MHO0M i
JapatyMymaboM

- CepONO3NUTHBHBIM TallHEHTAM

JloIDKHBI OBITH yKa3aHBI CIIOCOOBI IO3HPOBAHMS JUIS KaXKJIOH U3
cuTyanuit. 1 HCTOYHNKH JIOJDKHBI IIOATBEPKAaTh BCE YaCTH

Te3uca




e bBompabiM AL-A ¢ TepmuHanbHoii cragueit XBI1 6e3 Tsokemnoit cepaeuHol HeJ0CTaTOYHOCTH
pPEKOMEHIOBaHa 3aMeCTUTeNbHas nmoveyHas Tepanus [108, 150, 151].

YpoBenb yoequreabHocT pexomenganuii C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB —5).

KOMMeHTapI/Iﬁ: mpancniasmayus noOYKu mooancent Oblmb 6bINONHEHA nayuenmam ¢ Xopouum

DYHKYUOHATLHOM CIMATYCOM € MUHUMATLHIM 8081eHeHueM Opyeux 0p2aHo8, 00CMUSHYMOU

NOJHOU 2eMAMONOSUYECKOU peMuccuell Nocie 6blNOIHEHUs. BbICOKOOO3HOU KOHCOMUOAYUU C

aymo-TI'CK [51, 149151].

Tepanus cepoeunoii Hedocmamounocmu y nayuenmos ¢ AL-A

e [lpu cepredHOi HEAOCTATOYHOCTH PEKOMEHI0BAHO Ha3HAUECHHE JUYPETHKOB ((II€TIICBBIX)»

JIMYPETUKOB U CliupoHoiakToHa**) [83, 94].

YpoBeHb yoeauTeabHOCTH pekoMenaanmii C (YpoBeHb JIOCTOBEPHOCTH JIOKA3aTeIbLCTB —5).

Kommenrapmii: npu AL-A wue Ooxasana yenecoobpasnocmv npumenenuss UHUOUMOPOS
aneuomensunnpespawjaowezo  pepmenma  (AIID), ommeuena maxdce ux — nioxasn
nepeHocUMoCmy  86U0Y HU3KO20 CepOeuHo20 6blOpOCa U OpMOCMAMUYEcKOll 2UNOmeH3Ul.
bokamopul kanvyuesvix KAHAI08 NPOMUBONOKA3AHL NPU amuioudose cepoya [144146]. Fema-
aopenobIoKamopsl ciedyem UCNOIb306aNb C OCMOPOICHOCHBIO, M.K. OHU MO2YM YXyOulums
cepoeunylo neoocmamournocms. Jucokcun®* moowcem okasvieamv moxcuyeckoe oelicmeue 6
mepanesmuieckoll KOHYeHmpayuy, 0OHAKO C OCHIOPOICHOCMbIO MOJCEN NPUMEHAMbCA Npu
cynpagenmpukyiaphuix maxuapummusax [108, 1453471, Hecmompsa na uwacmoe npumeneHue

amuodapona™* 0ns ievenus apummuil, OOKA3amerbCmed €20 IPHeKmueHoCmu Omcymcmeyion.

Ipu Hanuyuu Hapyuieru npogooumMocmu noKazaHus K uMnIAGHMAyUU
NEKMPOKAPOUOCINUMYTIAMOPA ABNAIOMC CIMAHOAPIMHBIMU. Opdexmusnocme npumenenus
UMNAGHMUPYEMO20  KApOUOBepmMopa  CHUmMarom HeoOKa3aHHOU 66U0y  mM020, umo

2eKmpoMexanuieckas ouccoyuayus dawje, uem QUOPULTAYUSL JHCeTYOOUKO8 NPUEOOUm K
cmepmu [146148]. B nacmosiuee épemsi cnocobbl npo@uiakmuku GHe3anHol cMepmu npu

amunoudose cepoya omcymemeayiom [108].

MoJofibIM HalMeHTaM ¢ TSDKENBIM (IPEUMYIIECTBEHHO H30JMPOBAHHBIM) aMHIIOUI030M
cepaa MOXKET OBITh BBINOJHEHA TPAHCIUIAHTALlMU CEpAla ¢ MOCIEAYIoUIeH XuMHUOTepanuei,
Bkiouas ayro-TT'CK. B ciydyae niaHupyeMoil TpaHCIUIAHTallMM CepAlla CJEAYeT TINATEIbHO
B3BECHTh PUCK TOKCHMYHOCTH XMMHOTEpanmuu (M CMEpPTHOCTH, CBS3aHHOH C HeW) u, 10
BO3MOXXHOCTH, OPOBOOHUTH €€ II0CNe TPaHCIIAHTAIUH cepaua [108].

y6eaurenbHocTH pexomenaanuii C (YpoBeHb 10CTOBEPHOCTH I0KA3ATENBLCTB — 5).
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e Bcem nanuenrtam ¢ pubpwusinuei npeacepanii pekoMeHayercs npoduIakTHIeCKoe
Ha3HAYCHHE aHTUTPOMOOTHUYECKUX CPelICTB He3aBuckMo ot oueHku CHA 2 DS 2 -VASC.
VYuuTHIBast BRICOKHI PUCK Pa3BUTHS BHYTPUIIPEACEPHOTO TPOMOO03a y MAUEHTOB C
BBIPOKEHHOW TUACTONMYECKOI ¥ CUCTOINYECKON TUCHYHKIMEH Ipecepanii naxe npu
OTCYTCTBHH (UOPHIULIINY MPeICEPIU TTOKa3aHO MPOGIIAKTHYECKOEe Ha3HAUYCHNE

AQHTHTPOMOOTHYECKHX cpencTs [94, ].
VYposens yoeaureabnocTu pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH J0KA3aTeIbCTB — 5).

Ipogunakmuka u mepanus napyuwienuii 2emocmasa
e JlammeHTaM ¢ HepPOTHYECKUM CHHAPOMOM H COAEpXKaHHEeM anbOymmHa MeHee 20 1/1

peKoMeHyeTcs NPOodHIaKTHYECKOE Ha3HAuYCHHE aHTUTPoMOOTHYecKuX npenaparos [108].

Ypogensn yoenureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10KA3ATEILCTB — 5).

e mpu AL-A U KpPOBOTOYMBOCTH PEKOMEHAYeTCs 3aMECTHUTENbHAs Tepamus (pakTopaMu

CBepThIBaHUs, TPaHCHY3uH TPOMOOIMTOB, aHTU(PUOpUHOIUTHYECKUMH cpencTBamu [108].
Yposens ybenuteabHocTH pekomMenaanuii C (YypoBeHb 10CTOBEPHOCTH A0KA3aTEIbCTB — 5).

e mpu AL-A ¥ TOBBINEHHOM pHCKE TPOMOO30B peKOMeHayeTcsl IpoduIaKTHKa

AHTUTPOMOOTHYECKUMH NIperapaTamMu, alleTHICATHIMIOBOM Kucaoroi* * [108].

VYpoBens yoeauteabHocTH pekoMenaanuii C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

e BceMm nanueHTaM, NOIyYarONIUM TEpauio NMMYHOJETIPECCAHTAMH PeKOMEH/I0BaH MpHeM
AHTUTPOMOOTHYECCKUX  CPEACTB  (AHTHKOATrYJISHTOB 13707011 AHTHATPETAHTOB).
JIOMOTHUTEBHBIM TIOKa3aHHEeM K aHTHTpomOoTHYeckoi Tepamuu npu POEMS cunmpome
cunrarot nosbimieHne  VEGF ua 30% u 6onee ot HopMaibHbIX 3HaueHuid  [4, 132].

YpoBenb yoenureapnoctn pexkoMenaanuii C (YpoBeHb J0CTOBEPHOCTH 10KA3aTENBCTB— 5).

KomMmenTapmii: Hayuenmam c Gaxmopamu pucka (noorcunoi so3pacm,

mpomoo3vl/mpomboImbonuu 6 anamuese, ycmanosnennviii L{BK, ouabem, nopasicenue cepoya,

UMMObUIU3AYUSL, HeOABHUE XUpYpUdecKue eMeuamenpcmed), a makxice ¢ Heghpomuueckum

CUHOPOMOM (0COOEHHO Npu KOHYeHmpayuu anbOyMuHa 6 cbleopomke Mmenee 25 2/n) npu

HA3HAYEHUU — UMMYHOOENpeccanmos HnoKa3aHa NpoQUIAKMUKA — aHMUmMpoMOomu4ecKumu

npenapamamu. Ilayuenmam 6e3 gvluie nepeuucieHHbixX Qakmopos pucka 603MOHICHO HAHAUEHUEe

ayemuncanuyunoeou kuciomor** [108].
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Tepanusa opmocmamuueckoii cunomen3uu npu AL-A

o PexomeHnmoBaHa KOppEKIusd TUIIOBOJIEMHH, IO BO3MOXHOCTH  YMCHBLIICHUE  JO3bI

nuyperukos [108].

YpoBenb yoequresnbHocT pekomenganuii C (YpoBeHb 10CTOBEPHOCTH 10KA3aTeIbCTB — 5)

3.5. Onpenenenue 3pdheKTUBHOCTH JedeHHS

3.5.1. Onpenenenue r¢ppexTuBHOCTH JTeuenusi mpu MI'TI3

e [lamuenTtam, 3aBeplIMBIIMM  JICUCHHE, PeKOMeHayeTcsl OleHka 3¢pdekra JieueHus.
OTaenbHO OLIEHMBAIOT MeMATOJOTMYECKUI M MOoYedHbI oTBeT Ha Tepanuio. [Ipu MITI3 c
cekpenuei CBOOOAHBIX JIETKMX Lieneld MMMYHOII00yIuHOB (OONE3HH AEMO3UTOB JErKHUX
LIeTIeH) CIIOJIb3YIOT KPUTEPHH FeMaTOJIOTHYECKOT0 OTBeTa, pazpadoTannbie it AL-A (cm.
pasznen 7 manubix pekomenpanuii) [85]. Ilpu mopakeHHsX OYESK BCICACTBAE HHTAKTHOTO
mapanpoTerHa Ui OLICHKH TeMaTOJIOTHYECKOI'0 OTBETA HCIONB3YIOT KPUTCPHU OTBETA,
aHaIIOTHYHbIC KPUTEPHUsIM, pazpaboTaHueiM 11t MM [ 56].

Yposens yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 5).

3.5.2. Onpenenenue 3ppexTuBHOCTH JedeHust npu AL-A

[TanuenTtam, 3aBepHIMBUIMM 3alUlaHUPOBaHHOE JieueHHe 1o mnoBoAy AL-A, pexomenayercs
oleHka 3¢ ¢eKTa JedeHHs COINIACHO MEXIYHApOIHBIM KpPUTEpUsM (CM. pas3jel 7 HaHHBIX
pexomeHanuii) [85, ].

Yposens yoeauresbHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTeIbCTB — 5).

3.5.3. Onpenenenne d¢pexrnBHOCTH Jeuenus npu POEMS cunapome
IMareHTaM, 3aBEpLIMBIIMM  JICYCHHE, PeKOMeHIyeTcsi OleHKa d(¢ekra JedeHHs Mo

OIIpE/ICIICHHBIM KPUTEPHUSIM (CM. pa3zen 7 JaHHBIX pekoMeHnanwii) [4, 78].

Yposennb yoeaureabHocTH pexomenaanuii C (ypoBeHb 10CTOBEPHOCTH 10Ka3aTeJbCTB — 5).
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4. MenMuuHCKas peadMINTALIMA_ M CAHATOPHO-KYPOPTHOE JieYeHue,
MeIHIUHCKHE MOKA3aHUS U MPOTUBOMOKA3AHUSA K NPUMEHEHUIO
MEeTO/10B MeAULIMHCKON peadMIMTALIMH , B TOM YHcJIe OCHOBAHHBIX Ha

HCNO0JIL30BAHNU NMPUPOAHBIX Jie4eOHbIX (PaKTOPOB

Cneyuanvuvix memooos peaourumayuu npu MITI3, AL-A u POEMS cungpome rne
cywecmeyem. Peabunumayus nayuenmos ¢ MITI3 u AL-A Oondcna Hocumv KOMNAEKCHbIU
xXapakmep, 0X8amMbl6ask MEOUYUHCKUE U COYUAIbHO-NCUXOIOSUYECKUE ACNeKmbl a0anmayui
nayuenma K HopmaabHou dwcusnu. O0vem MeOUuyuHckol peadburumayuu paspadoamvléaemcs
UHOUBUOYATLHO OJIA KANCO020 NAYUEHMA 8PAYOM-HeDPOIO2OM U/UMU 8PAYOM-KAPOUOTIO2OM U
/U 8PAYOM-HE8PONIO20M NPU  YHACUU 6PaAYaA-2eMamono2d U 3A6UCUm Om MeYeHus u
nposignenuti 3abonesanus u npogedennvix emewamenvcme (aymo-TI'CK, eemoouanus). Kpome
moeo, npozpamma peabunumayuu  OO0JIICHA YUUMbIBAMb COYUALbHbIE U NCUXON0SUYECKUe
npobnemvl nayuenma u mpedyem Kpome MeOUYUHCKOU NOMOWU 00A3aMeNbHO20 YUACmus
COYUANBHBIX PABOMHUKOS U NCUX0N0208. Peabumumayus npu 603HuKHOGEHUU OCNOJICHEHUU 6

meuenue 3a001e8anUsl U 1e4eHUs. npoeobumc;l 6 pamKax coomeemcmeyrouux HO30102U.
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5. HpO(l)I/lJIaKTI/IKa U JUCIIAaHCEpHOe HaﬁJ'HOHEHI/le, MECAUIMHCKHEC MOKA3aHUA "

NpPOTUBONOKAa3aHUA K IPUMECHCHUIO ME€TOA0B npodmnalchm

5.1. MOHOKJIOHAJIbHASI TAMMANATHS C I0YEeYHbIM 3HAYEHHEM

ITpodpunaxtuxku MITI3 B Hacrosimiee Bpems He cyuiecTByeT. Bcem mamumentram ¢ MITI3 nHa
MPOTSDKCHWH BCEW JKU3HM, KaK B IEPHOA JIEYEHHS, TaK W BHE JICUCHHS, PEKOMEHIYETCS
TUCTIAaHCEPHOE HAOJIOICHNE Y Bpaya--TeMarojiora i Bpaua-Hedpoora.

KommeHnTapuii: xonmpoas 3a meuenuem 3a001e6anus u IPHeKmusHOCmbI0 mepanuu 00IHCceH
BbINONHAMBCA PEYAPHO BPAUOM-2EMAMON020M U BPAUOM-HEPPOIO20M NO MECTY HCUMENbCEA
nayuenma. B npoyecce npogooumoili mepanuu UMMYHOXUMUYECKOE UCCLe008aHue 0enKos
CHIBOPOMKU KPOBU U MOYU Clledyem 6bINOJIHAMb NOCIe Kadcovlx 2-X Kypcog mepanuu. Ilocne
00CMUdICEHUS. PEMUCCUL HeOOX0OUM MOHUMOPUHE NAPANPOMEUHd  CbIBOPOMKU U MOYU, NpU
HeobX00umMocmu ¢ onpeoeienuem c80000HBIX Ne2KUX yenell UMMYHO2I00YIUHO8 6 CblgopomKe, d
MAKdIce OCHOBHBIX NoKazamenell (QYHKYUU GHYMPEHHUX OpPeaH08 (KpeamuHuHd, aibOyMuHd,
cymounot npomeunypuu) 1 pas 6 6 mec.

Ypogensb yoeaureabHocTH pekomenaanuii C (ypoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 5).
5.2. AL-amuionnos.

MetonoB npodunaktuku AL-A B HacTosiIee BpeMs He CYIISCTBYeET.
e Bcem nammenTtam ¢ AL-A  Ha MpOTsHKEHHH BCEl JKM3HHU, KaK B IIEPUO] JICYCHHS, TaK U BHE*
JICUEHUsI, PEKOMEHAYETCsl IHCIaHCepHOEe HAOIOJEHHE Yy Bpaua-remMarojiora, a TaKkKe Yy

BCHb HUTEJIbHOCTH KOMEeH /1ALt BCHb TOBEPHOCTHU Ka3aTeJIbCTB —O).

o HmmyHoyumoxumuieckoe ucciedo8anue ¢ MOHOKIOHAIbHLIMU AHMUMENAMU MAMEPUaNd
Ha anmueenvt oughpepenyuposku aumgpouonvix kremox (CD) pexomendyemcsi monivko
0ns noomeepaicoerus clIP u oyenku 3¢ppexmusnocmu nevwernus npu neusmepsemom AL-
A

*  Tlocne Oocmudicenusi pemuccuu peKOMeHOYemcst MOHUMOPUHS UMMYHOXUMUUECKO2O0
UCCIed08anUsL KPOBU U MOYU, GKIIOYAIOUEe UCCILe08AHUE MOHOKIOHAILHOCMU
UMMYHO2T00YIUHO8 8 KDOGU MENOOOM UMMYHODUKCAYUL, ORPeOeNeHUe COOEPIHCAHUSL
CBOBOOHDBIX JIe2KUX Yenell 8 Kposi, UCCLe008aHUe MOHOKIOHALbHOCIU

UMMYHOSTOOYIUHO8 8 MOYE MeMOOOM UMMYHODuKcayuu,. Onpedenenue cooepicanus
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Cc80000HbIX 1e2KUX Yenell 8 KPo8U OONIHCHO GbINOTHAMbCA MEMOOOM Heghenomepuu unu
mypoooumempuu. .

* Tlocne oxonuanus neyenus PEKOMEHOYEmCcs MOHUMOPUHZ — OCHOBHbIX NOKdA3ameiell
Gynkyuu 6HympenHux opaanos, gKuoualowull ucciedosanue yposus N-mepmunanohozo
¢paemenma nampuilypemuyeckoco nponenmuda moszeo6o2o (NT-proBNP) ¢ xposu,
uccnedoganue yposHs mpononunos I, T 6 kposu, ucciedosanue yposHs KpeamuHund 6
KpOGU, UCCLe006aHIUe YPOGHS ANbOYMUHA 8 KPOBU, ONpedeieHue KOAuYecmea 0eiKka 6
CYMouHOU MoUe, onpeodeienue aKkmueHocmu wenouHou gocgamasvl 6 kposu 1 paz B 6
Mec.

MpoBeHb-YOSHHTFSH-HOCEHP SHAMHHHEC- (/P OBeHA0CEOBEPHOCTH-AOKRA3ATEIbE 5

MeronoB npodpunaktuku POEMS cunzapoma B Hacrosimiee Bpemsi He CyllecTByeT. Bcem

naruenTam ¢ POEMS cunapoMoM Ha MpOTSHKEHHH BCEH KHU3HH, KaK B MEPUOJ JICUCHHS, TaK U
BHE JICYCHUs, PEKOMEHIyeTCs [UCIaHCepHOe HaOoJeHne, Tak Kak 3aboieBaHHe
XapaKTePH3YETCs PEITH/IHBUPYIOTIIM TeUeHHEM|

BCHb HTCIbHOCTH KOMeHIAIMII BCHb TOBEPHOCTH Ka3aTeJbCTB —

- KommenTapmii: xonmpons 3a meuenuem 3a00nesanus u 3¢hgpekmusHocmolo mepanuu~

00J124CeH  GbINOTHAMBCA PERVIAPHO BPAUOM-2MAMONO20M U BPAUOM-HEBPOIO20M NHO Mecmy
Jrcumenbcmea nayuenma. B npoyecce cucmemmoll mepanuu UMMYHOXUMUYECKOE UCCIe008aAHUe
Kpo8u U MOuYu, 6KmoYalowee OnpeoeieHue COOMHOWEHUs OenKo8blX GpaxKyuil mMemooom
anekmpogopesza, Uccied08aHe MOHOKIOHATbHOCU UMMYHO2IOOYIUHO8 8 KPOBU MEmOOOM
UMMYHOQUKCayul, , UCCIe008anue MOHOKIOHATLHOCIU UMMYHO2IOOYIUHOE 68 MOYe MemoooM
UMMYHOGQpUKCayuu cnedyem GulNOAHAMb NOCAe KANMCObIX 2-X Kypcos mepanui. Ilocne
00CMUdICeHUs. PEMUCCUU  HEOOX0OUMO — UMMYHOXUMUYECKOe UCCIe008aHue Kposu U MOYU,
sKIIOUAIOUjee  onpedenenue COOMHOWEHUs. OenKogblx @paryuii memodom dnekmpogopesa,
uccnedo8anue MOHOKIOHATLHOCIU UMMYHOA0OYIUHO8 68 KPOBU MeNOOOM UMMYHODUKCayuy,
uccnedoanue MOHOKIOHATbHOCMU UMMYHO2IO0YIUHO8 6 MOUe MemooOM UMMYHouKcayuu

VEGF [ pas 6 6 mec, nuzkooosnas KT écex kocmeii ckenema 00uH pasz 6 200.
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6. Opranu3amnusi 0Ka3aHus MeTUIIHHCKOH MOMOIIH

MenunuHcKass TOMOINb, 3a HCKIIOUYCHMEM MEIMIMHCKOH MOMOmM B  paMKax
KIMHUYECKON ampobary, B cooTBeTcTBUU ¢ DenepanbHbIM 3akoHOM oT 21.11.2011 Ne 323-@3
(pen. ot 25.05.2019) «O6 ocHOBax OXpaHBI 370pOBbs IpaxknaH B Poccuiickoit dexepamun»
OpraHU3yeTCsl U OKa3bIBACTCS:

1) B COOTBETCTBUH C IOJIOKEHHEM 00 OpraHM3alliy OKa3aHHUs MEAMIMHCKON TOMOLIM 110 BUAAM
MEMITMHCKON TTOMOIIH, KOTOPOe YTBEPKIACTCS YIOTHOMOYEHHBIM (peaepaabHBIM OPTaHOM
HCTIONHHTEIBHON BIACTH;

2) B COOTBETCTBHH C IOPSIKOM OKa3aHHs MMOMOIIM IO MPOQIII0 «IeMaTOJIOrUs», MPOQHII0
«Hedponorusa», NPOPUII0 «KAPAUOIOTH», MPOGIIIO HEBPOJIOTUA» 00A3aTEIBbHBIM IS
HCTIONHEHHsT Ha  Tepputopud  Poccmiickoit  @Denmepamm  BceMH — MEIMIIMHCKUMH
OpraHU3aLUsIMU;

3) Ha OCHOBE HACTOSIUKX KIMHHYECKHX PEKOMEHIAIINIA;

4) ¢ y4eToM CTaHAAPTOB MEJHUIMHCKOH IIOMOIIM, YTBEPXKICHHBIX YHOJHOMOYEHHBIM
(enepabHBIM OPraHOM HCIIOJIHUTEIBHOH BIIACTH.

[NepBuyHas crnenuanM3upoOBaHHAs MEIUKO-CAHUTapHAs MOMOIb OKa3bIBACTCS BpadaMH-
CHEHHATNCTAMH B LEHTpEe aMOyJIaTOpHOW MOMOIIM JHOO B INEPBHYHOM TEPANCBTUYECKOM,
He(POITOrHIEeCKOM OTAEICHUH, KapPANOIOrHYECKOM HIIH HEBPOJIOTHIECKOM OTHENCHUSX.

ITpu BesiBneHuy y nanuenta MITI3, AL-A niu POEMS cunnpoma  Bpauu-TepareBThI,
BpauyH-TePaTieBThl YIaCTKOBBIC, BPauK OOIIEH MPaKTHKK (CeMEWHbIC Bpaun), Bpaur-HEe(PPOJIOTH,
Bpauu-KapJHOJIOTH, BPaYH-HEBPOJIOTH, CpPEJHUE MEIMIMHCKUE PAOOTHUKH B YCTAaHOBICHHOM
HOpAAKEe  HANpaBJIAIOT  [AlMeHTa HAa  KOHCYJbTallMI0O B  IEHTp  aMOyJIaTopHOU
reMaToJI0THYEeCKOH/OHKOIOTHYeCKOH ITOMOIH MO0 B MEPBUYHbBIM IeMaTOJOTHYEeCKHH KaOUHeT,
HNEepBUYHOE TeMaTOJOTMYECKOe OTHENCHHE MEIUIMHCKOM OpraHM3aliM JUIl OKa3aHUS eMy
MEPBUYHON CIIELUATM3UPOBAHHON MEIUKO-CAHUTAPHOHN ITOMOILH.

Bpau-remarosor aMOynaTOpHOIO MM CTALlMOHAPHOTO 3BEHA FeMaTOIOrH4ECKOil TOMOIIU
OpraHHU3yeT BBHINOJHEHHE THArHOCTUYECKUX HCCIICIOBAHHM, HEOOXOAMMBIX AN YCTAHOBICHHS
JIMarHo3a, BKIII0Yasi pacCpOCTPAaHEHHOCTh U CTAIUIO 3a00JICBaHUSL.

IIpy HEBO3MOXHOCTH NPOBEICHUS JUATHOCTHYECKUX HCCICNOBAaHMN  IMAIMEHT
HAIpaBIeTCs JIeYaIlM BPadoM B MEIULMHCKYIO OPraHU3AIMIO, OKa3bIBAIOLIYI0 MEIHIIMHCKYIO
MOMOIIb TaIieHTaM C T'eMaTOoJIOTHYeCKUMH 3a00JeBaHUAMH Uil YCTAHOBJIEHMS AWAarHos3a U

OKa3aHUs cneunanmnpOBaHHoﬁ, B TOM YHCJIC BbICOKOTeXHOJ'IOFM'-IHOFI, Melll/ILll/IHCKoﬁ IIOMOIIIH.
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[Ipu BBISIBJICHNY YKa3aHHBIX BbILIE 3a00JI€BaHUI B XOJI€ OKa3aHHsI CKOPOW MEIUIIMHCKOM
MOMOILY MAlMEHTa NEPEeBOAAT MM HANPaBJIOT B MEIULMHCKAE OPraHU3alluy, OKa3bIBAIOIIHE
MEINIMHCKYIO IIOMOIIb NMalHeHTaM ¢ TeMaTOJOTHYECKHMMH 3a00I€BaHHUSAMU, IS OIPEAEIICHUS
TaKTUKA BeJE€HMA M HEOOXOAUMOCTU IPUMEHECHUS JONOIHUTEIBHO JpPYyrHX METOJO0B
CHELUANN3UPOBAHHOTO MPOTUBOOITYXO0JIEBOTO JICUEHUSI.

Crennan3upoBaHHas, B TOM 4YHCJI€ BBICOKOTEXHOJIOTUYHAs, MEIULMHCKAs ITOMOLIb
OKa3bIBAaeTCsl BpayaMU-TeMaToJOraMyd B MEAUIMHCKUX OpPraHU3alliAX, MMEIOLMX JUIECH3UIO,
HEOOXOONMYI0 MaTepUalbHO-TEXHUYECKYI0 0a3y, CepTH(UIMPOBAHHBIX CIIEIMANUCTOB, B
CTAalMOHAPHBIX YCJIOBUAX U YCJIOBUSAX JHEBHOI'O CTALIOHAPA U BKIIIOYAET JMAarHOCTUKY, JICYCHUE
reMaTOJIOTHYECKHX 3a00JIeBaHUM, TPEOYIOIMX HCHOJB30BAaHUS CIENUANBHBIX METOHNO0B H
CJIOXHBIX YHUKAJIbHBIX MEJULIUHCKUX TEXHOIOIHH, a TAKKe MEIUIIMHCKYIO peaOUIINTalILIO.

B MenumuHCKOW OpraHW3alMy TAKTHKA MEIWIIMHCKOTO OO0CTeNOBaHUA W JICYCHHS
YCTaHABIMBACTCS BpadyaMH-TEMaTONIOTaMH C TIPUBJICYCHHEM IIpH HEOOXOAMMOCTH Bpadeil
JPYyTUX CHELUUaIbHOCTEH, IpU HEOOXOAMMOCTH — C IPOBEJCHHUEM KOHCHIMyMa. PemieHue
KOHCHJIMyMa Bpadell ohopMiseTcsd NMPOTOKOIOM, HMOAMHMCHIBAETCS YJaCTHUKAMU KOHCHIMyMa
Bpadeidl U BHOCUTCS B MEAMIUHCKYIO JOKYMEHTALMIO alUEHTA.

Iloka3aHuss Kk rocouTanM3alud B KPYIJIOCYTOYHBIM MJIM JHEBHOM CTalMOHAp
MEIMIUHCKOM  OpraHM3aluM, OKa3bplBaloUlel  CHELMAIM3MPOBaHHYI0, B TOM  4HCIE
BBICOKOTEXHOJIOTHYHYIO, MEUITHHCKYIO TIOMOIIb MO MPOMHUITIO «T€MaTONOTHUS», OMPEAEITIOTCS
BPauOM-T€MaTOJIOrOM/KOHCHIIMYMOM Bpadell ¢ IPUBJICYCHHEM IpH HEOOXOJUMOCTH Bpadeit

JIPYTUX CIIEUUATbHOCTEN.

6.1. MOHOKJIOHAJIbHASI TAMMANATHS C TI0YE€YHbIM 3HAYEHHEM

IMoxa3zanus AJ151 NJIAHOBOI rOCMUTAJIH3AIUT
Haimuue nuarnosa MI'TI3 st BBIOJIHEHUS :

® [UIAHOBOTO Kypca CHEeUU(pUUECKONW Tepamuu, BKIIOYAIONICH XHMHOTEPANIeBTUUYCCKUE
MpernapaThl, TapreTHhIE IpernapaTbl OHOJOTHYECKOT0 MEXaHM3Ma JeHCTBUS, TpeOyIomIeH
KPYIJIOCYTOUHOr0 HaOIIOJCHUS 3a MAlUCHTOM (B TOM YHCIE OCTpPOE IOBPEXkKACHHE
MOYEK, OTCYHBIH CHHIPOM, DJICKTPOJHMTHBbIC Hapymienus, cHmwkenun CK® menee 30
MJI/MHH, MOpPaXCHUs CEpALA, IEYCHHU, 00YCIOBICHHBIC OCHOBHBIM IIPOLIECCOM, TsDKETast
KOMOpPOHIHOCTB);

® Kypca BBICOKOJIO3HOH XMMHUOTEPAIHH;

L4 MOGI/IHI/ISaHI/II/I u c60pa AYTOJIOTMYHBIX CTBOJIOBBIX T€MOIIOITUYCCKUX KIIETOK KPOBH
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® TpaHCIUIAHTAWH ayTOJIOTMYHBIX CTBOJIOBBIX T€MOMNOITUYCCKUX KIICTOK,
IMoka3zanus s 3KCTpeHHO]7[ roclnuTaJdU3anum:

Hamnuwne quarnoza MI'TI3, oc10)KHEHHOTO:

® OCTpBIM [TOYEYHBIM MTOBPEXICHUEM Ha (oHE crienu(UuecKoi Tepanuy,

® TPOMOOTHYECKUMH / TeMOPparH4ecKUMHI OCIOKHEHUSIMH Ha (oHe crienuduaeckoi Tepanuy;

® TSHKEJBIMH HH(EKIIMOHHBIMU OCJIOKHEHUSMU Ha OHE crienu(pIecKoi Teparum;
® HapylIEHHEM pPUTMa U MPOBOAUMOCTH,
e JIEKOMIIEHCAINEH cepiedHON He10CTaTOYHOCTH;

IMoka3zaHus K BIMUCKE MAIHEHTA U3 craloHapa:

® 3aBepIUCHHE Kypca CIeU(UIECKOH Tepanu;
e KyIMPOBAaHUE OCIOKHEHMH, BO3HUKIIMX Ha (QoHE crienu(uIecKoi Tepanum;

3aKimoueHne O LeIeco00pa3sHOCTH MepeBoAa MalUeHTa B NPOQUIbHYIO MEIHUIMHCKYIO
OpraHU3aINI0 OCYIIECTBILSIETCS TTOCHIE MPEIBAPUTENFHON KOHCYIBTAIHU TI0 MPEJOCTaBICHHBIM
MEIMIWHCKAM  JOKyMEHTaM W/WIM  TIPEABAapUTENEHOTO OCMOTpa TAIMEeHTa BpadyaMu

CHEIHATNCTAMA MEAUIIMHCKOM OpraHu3aIlny, B KOTOPYIO TAHUPYETCS IEPEBO/I.
6.2. AL- amuiaounos

IMoka3zanus AJ151 NJIAHOBOI rOCIUTAJIH3AIUM:

Hannuwne guarnosza AL-A 1711 BBIIOJHEHHUS :

e IUIAHOBOTO Kypca CIeNU(pHUYECKOH Tepanuy, BKIIOYAIONMEH XHMUOTEpaleBTHYCCKHE
TIperapaThl, TapreTHbIE MpemapaTsl OHOIOTHIECKOT0 MEXaHU3Ma AeHCTBU, Tpebyromei
KPYTJIOCYTOYHOTO HaONMIOAEHMS 3a TANMEHTOM (B TOM YHCIE TIpU CepASYHON
HEJOCTaTOYHOCTH, apuTMuu, noBbimeHus T/1 Tpomonuna, NT-proBNP Beime 1800
nr/mi1, cHnkeHnu CK® menee 30 Mil/MUH, HATMYUH TSHKEIOH KOMOPOUIHOCTH);

® Kypca BBICOKOIO3HOH XHMMHOTEPAINU;

e MoOwHM3anuy ¥ c60pa ayTOJOTHYHBIX CTBOJIOBBIX FEMOIIOITHYECKUX KIETOK KPOBH;

® TPaHCIJIAHTAIMU AyTOJIOTHYHBIX CTBOJIOBBIX [€MOIIOITHYECKUX KIIETOK;

IMoxa3anus 11 IKCTPEHHON rOCHUTATU3ALUM:

Hanuuwne nuarnoza AL-A, 0clio)KHEHHOTO!

® OCTPBIM ITOYCYHBIM NOBPEIKICHUEM Ha q)OHe CHeHH(I)PI‘{eCKOfI TCparuu,

® TPOMOOTHYECKUMH / FeMOPpari4ecKUMHU OCJIOKHEHUsIMH Ha (oHe crienudrueckoi Tepanuu;

® TSKCJIBIMUA I/IH(I)CKHI/IOHHBIMI/I OCJIO)KHCHHUAMU Ha (1)0He CHeHPI(i)H‘IecKOfI TCpaluu,
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® HapylIEHHE PUTMA U IPOBOJUMOCTH;
® JICKOMITCHCAIIUS CEPJICUHON HEJOCTATOYHOCTH;

IMoka3aHus K BHINMUCKE NAIMEHTA U3 cCTaluoHapa:

e 3aBepluCHHE Kypca crenndHYecKoi Tepanmy;
e KYIHPOBaHHE OCIIOKHEHHH, BOSHHUKIINX Ha (OHE CrelH(pHICCKON TeparnH;

3aKiIIoueHUe O 11e1ecO00pPa3HOCTH IepeBoja MallUeHTa B MPOGUIbHYI0 MEAUIHMHCKYIO
OPraHU3aLHUI0 OCYLIECTBIAETCS MOCIE NPEBAPUTEIBHON KOHCYIBTALMU 10 TPEIOCTABICHHBIM
MEIMIMHCKUM  JOKyMEHTaM W/WIM  IPEABAapUTENLHOIO OCMOTpa IAlMeHTa BpadaMH

CIIeUAIMCTaMU MEIUIIMHCKON OpraHM3alliy, B KOTOPYIO INIAHUPYETCS IEPEBO/.

6.3. POEMS cunapom

MMoka3zanus AJ151 IJIAHOBOI TOCIUTAIN3AIHN:

Hanmuue nuarano3a POEMS cuaipoma st BEITOJTHEHUS:

® IUIAHOBOTO Kypca CIenU(pHUYECKOW Tepanuy, BKIIOYAIOLICH XHMUOTEpaleBTHYECKHE
TIpernapaThl, TApreTHbIE MpermapaThl OMOJIOTHYECKOro MeXaHu3Ma JIeHCTBHs, TpeOyromeit
KPYTJIOCYTOYHOTO HAOMIONEHMS 32 MAIMEHTOM (B TOM YHCIE BBIPAXXCHHBIH OTECUHBIH
CHHJIPOM, TPOMOOTHUYECKUE OCIOKHEHUS, TsKeNlas KOMOPOUIHOCTD);

® Kypca BBICOKOIO3HOH XMMHOTEPAINH,

e MoOmim3anmu ¥ c60pa ayTONOTHYHBIX CTBOJIOBBIX TeMOIIOITHIECKHX KJIETOK KPOBH;

® TPaHCIJIAHTAIUU ayTOJIOTUYHBIX CTBOJIOBBIX F€MOIOITUYECKHX KIECTOK;

IMoka3zanus /1Sl IKCTPEHHON rOCHUTATU3ALMM:

Hammuue nuarao3za POEMS cuazipoMa, 0CIIOXKHEHHOTO:
® TPOMOOTHYECKMMH / TeMOPParniecKUMH OCJIOKHEHUSIMH Ha (poHe crierudpuyaeckoi Tepanuu;

® TSHKENBIMU HH(EKIMOHHBIMU OCIIOKHEHUSIMH Ha (OHE Crel(UIecKoi Tepanuu;

IMoka3zaHus K BbIMUCKE MAIHEHTA U3 craloHapa:

e 3aBepIUCHHE Kypca CIeU(UIECKOH Tepamnu;
e KyIHMPOBAaHUE OCIOKHEHMH, BOSHUKIINX Ha (hOHE CHe()UIECKOH TeparuH;

3aKiroueHue 0 11e1eco00pa3sHOCTH HepeBojia MalUeHTa B NPOGUIbHYI0 MEIUIUHCKYIO
OpraHU3aINIo OCYIIECTBILIETCS TTOCHIE MPEIBAPUTENFHON KOHCYIBTAIHN TI0 MPEJOCTaBICHHBIM
MEIMIMHCKAM  JOKYMEHTaM W/MIM  IPEABApPUTENHHOTO OCMOTpa TAlMeHTa BpadaMH

CIIEIMAINCTAMA MEIUIIMHCKON OpraHU3alury, B KOTOPYIO INIAaHUPYETCA IEPEBOA.
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7. JonoanuTenbHass nHGopManus (B TOM 4yucie (paKTOpbl, BIAUSIOIIHNE HA

HCXO0/ 3a00J1eBaHNsI HJIM COCTOSIHUS)

7.1. MOHOKJIOHAJILHASI TAMMANIATHS II0YEYHOI 0 3HAYEHH ST

D¢ ¢exruBHocTs Tepanuu MI'TI3 ycTaHaBIMBAIOT 0 Te€MaTONOTMYECKOMY U IIOYEUHOMY
(oprannomy) otery [78, 56]. [l MOCTMIKEHHUS [TOYEYHOTO OTBETA, KaK MPaBHJIO, TpeOyeTcs
rematonornueckast OxYP umm I1P [ ]

Kputepuu remaronornueckoro orsera npu MI'TI3, o6ycinosiennoit CJIL] uMMyHOrno0ynuHOB,
aQHAJIOTHYHBl KPUTEPUSM, pa3paboTaHHbIM mis  AlL-amunonmosa [85, 110]. Ouenka
s(dexTuBHOCTH Tepamuu 1O  cHIDKeHHIO KoHmeHTparmuu CJILl  uMMyHOrnoOynrHOB
IIPUMEHSIeTCS IPH CIIETYIOIUX BapUaHTaX IOPaXKEHUs OYeK:

e AL — amunonnos

e bone3Hp OTIOXKEHHS JIETKUX LeTIe HMMYHOTTIO0yJTIHOB

e IIpokcumainbHas TyOyJIonaTusl, aCCOLUUPOBAHHAS C JIETKUMU LIEIIMU

e TyOynoMHTEpCTUIMANBHBI HE(QPUT, aCCOLUHPOBAHHBII C MOHOKJIOHAJIHLHON

raMMarnaruei
Kpurepun remaronorudyeckoro orBera mnpu MITI3, o0ycinoBieHHOH ~ MHTAKTHBIM
NapanpoTeMHOM B COYETAHMH ¢ MOHOKJIOHAJIBHBIMH JIEFTKUMH Hensivu [56].
Momuerit orBer (cIIP): HeraTuBHBIE pe3ynbTaThl MMMYHO(DUKCAIMH KPOBH M MOYH B

coYeTaHUM ¢ HopMaJIbHOM oTHOIeHueM CJIL]

OueHb XOpOUINA YaCTUYHBIN OTBET (04eHb Xopouas yactuyhasg pemuccust) (OXYP): M-

MPOTENH B CBIBOPOTKE KPOBH M MOYE ONpPEAEISIETCS TONBKO IIPH HIMMYHO(DHKCAIMH, HO HE MPH
aJiekTpodopese WM OTMeUYaeTcsl CHIKeHUe YpoBHsI M-IipoTenHa B CHIBOPOTKe Ha >90 %, a M-

IIpOTeHHa B Moue 70 ypoBHs <100 mr/cyT.

Yactuunelii otBer (uactuyHas pemwccus) (UP): ypoBeHp M-rpagueHta B CHIBOPOTKE
JIOJDKEH YMEHBIIUThCs Ha Oornee uem Ha 50 %, a B Moue Ha >90 %, uimu abCOMOTHOE KOTUIESCTBO
M-nporerHa B MO4Y€ JOJDKHO OBITh <200 Mr/CyT.

Crabwinsanus: HeCOOTBETCTBUE MoKa3arenel kputepusm [1P, OXYP, YP
Kommenmapuii:  oueHka  3(QQEKTUBHOCTH  Tepalid  HAa  OCHOBaHHMHM  IIOJHOTO
HMMYHOXUMUYECKOI'0 HMCCJIENOBaHUA KPOBU U MO4YU C OHNPCACICHUEM KOHIEHTpaluu
CBOOOIHBIX JIETKHX IIeTIe MMMYHOTJIOOYJIMHOB MPOBOAUTCS MPU

e 0OJE3HU OTIOKECHUS TSDKEIBIX U JIETKUX IIeNel HIMMYHOTIIO0YTHHOB

®  MOHOKJIOHATbHOM (PHOPHIULIPHOM IIIOMEPYIIOHEPpHUTE
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®  KPUCTAJUIMYECKOW IONOLMTONATHM, aCCOLMMPOBAHHOM C MOHOKJIOHAJIBbHOM
raMmmanarien
® KpHCTAaJUINYECKOM TMCTHOLMTO3E
Kpurepun remaronormdyeckoro orBera npu MITI3, o0ycioBiaeHHOliT  MHTAKTHBIM
napanporeuHom [56]
[Momnerit orser (IIP) - ): HeraTHBHBIE PE3yNITATHl IMMYHO(DHKCAIIMN KPOBU U MOYH

OueHb XOpOUINi YaCTUYHBIN OTBET (04eHb Xopolias yactTuyHas pemuccust) (OXYP): M-

MIPOTEHH B CBIBOPOTKE KPOBH M MOUYE ONPEAEIAETCSA TOIBKO IMPH UMMYHO(DHKCAIIMN, HO HE TPH
3JIeKTpodhopese MM OTMEUaeTcsl CHIDKEHHE ypOoBHsI M -TIpoTenHa B CBIBOPOTKE Ha >90 %,

Yacrnunplii_orBer (uactuyHas pemuccust) (UP): ypoBeHp M-rpagueHra B ChIBOPOTKE

JIOJDKEH YMEHBIIUThCS Ha >50 %
KomMmenTapmii: oyenxa s¢hpexmusnocmu mepanuu Ha OCHOBAHUU UMMYHOXUMUYECKO2O
UCCIe008AHUSL CHIBOPOMKU MEMOOOM INeKmMpoope3a u umMmyHopurkcayuu O onpedeneHus
KOHYeHmpayuy napanpomeuta bINoaHAEmMcs npu Cledyiowux 6apuanmax NopadxiCceHus noyex:
o [Iponughepamugnuiii 2nomepynotneppum c omiaocenuem MOHOKTOHANbHBIX
UMMYHO2TIO0YIUHO8
o UnmyHomakmouoHslii 2nomepynonedpum
o C3-z2nomepyronamus, acCoOyuupOBaHHAs ¢ MOHOKIOHANLHOU cammanamuell
o Tpombomuyeckas  MUKPOAHZUONAMUS,  ACCOYUUPOBAHHASL ~ C  MOHOKIOHATbHOU
cammanamueti

o Kpuoenobynunemuueckui enomepyionedppum 6 pamxax kpuo2nooymunemuu I unu Il munog

Kpumepuu novye4Hoco omeema, ad maxoce 2eMaAmMOoN02UHECKOL npocpeccuu  analocudHvl

Kpumepusim, paspabomannvim oas AL-amuroudosa [85, 110].
7.2. AL- amuionao3

D¢ pexTuBHOCTS Tepanuu AL-A ycTaHaBIMBAeTCS Ha OCHOBAHUH YTBEP)KICHHBIX

kpuTepueB. OTIENbHO OLEHUBAETCS FeMaTOIOIHYECKHIl i KIMHIYECKUi (opranuslii) oreer [85, | Koa nons nsmexen

Ommbra! Mcrounnk ceplixn He naiinen. 209, 110]. Jlns moaTBepiKICHHS Pe3yJIbTATOB TEPAITHI | Kon nons nsmenen

| Koa nonsi naMeHen

HE00XOQMMO, HCCIIEI0BAHIE MOHOKIOHAIBHOCTH UMMYHOIJIOOYJIMHOB B KPOBU METOJIOM
MMMYHO(HKCAIUH, ONpPEAeIeHUE COepKaHNsI CBOOOXHOM JIETKOH eIy Kalma u 1IM0a1a B
KPOBH, UCCIICJOBAHUE MOHOKJIOHAIbHOCTY UMMYHOIJIOOYJIHHOB B MOYE METOJJOM
nMMyHo¢ukcaru. OnpeseneHue conepkaHus CBOOOAHBIX JIETKUX IeTlel B KPOBH JOJDKHO

BBIIIOJIHATBCA METOJIOM HC(I)BJIOMepI/II/I nim Typ6OZ[I/IMeTpI/II/I.
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HccnenoBanue conepxanusi napanporensa, B Tom yucie CJIL uMMyHOrIIOOyIMHOB, AOJDKHO

OBITH BBITIOJIHEHO JBAXIBI [ ].

OneHka IiIyOMHBI OTBETa MPUMEHMMa A TALUEHTOB C «HU3MEpsAeMOi» OOJE3HBIO.
3a00IeBaHUE CUUTAIOT «M3MEPSAEMBIMY TIPU KOHILIEHTpauu M-mipoTerHa B cbiBopoTke >10 1/71
WM B CyTOYHOH Moue >200 Mr WJM pa3HHUIIC BOBJICUCHHBIX M HeBoBleueHHBIX CJIL] Gonee 50
mr/n. Ecnu pasHuna BosiedeHHbIX U HeBoBieueHHbIX CJIL] mMMyHOrnoOyaMHOB cocTaBisieT
20-50 mr/11, TO BO3MOKHO IHArHOCTHPOBATh TOJBKO cITP n UP [ , 21]. Tlpu «Hen3MepsieMoM»
AL-A, HO CO CeIOBBIM  KOJIMYECTBOM  MapampoTeHHa  (BBIABISIEMBIM  METOIOM
UMMyHO(UKCAMM) MOXHO JuarHoctuposats Tombko IIP wm  cIIP. Ilpm orcyrcrBum
IapanpoTerHa B ChIBOPOTKe Mii Moue U pasHune CJIL mvmmyHOrnoOymuHoB Menee 20 mr/im,
MOYKHO KOHCTaTHpoBaTh ToJIbKo cIIP MeTomom nporouHoit murodayopumerpuu . Eciu ncxomnno
pasuuna conepxanust CJIL mmmyHOrI00yMHOB coctaBisier MeHee 20 MI/JI, HO CeKpEeTHPYeTCs
MHTaKTHBIA TMapamnpoTenH B KoaudecTBe Oonee 10 /71, TO OTBET OLEHUBACTCA IO COAEPKAHHIO
MHTAKTHOTO IapalpoTerHa.

Hopmamsraoe coornomenue k/A CJIL mmmyHOrnmoOymuHoB coctaBiser 0,26—1,65. YV
MAIMCHTOB C TIOYEYHOM HEIOCTATOYHOCTHIO HOPMalbHBIM cooTHomeHuem K/A  CJIL]
HMMYyHOrI00ymHOB cuntaercs 0,37—3,1.

Kputepun remaTtosiornueckoro orsera npu AL- amuiionaose

IMonueiit orBer (nosnas pemuccus) (ITO/IIP): conepxanue BosieuenHoi CJIL menee 20
MI/J WM Pa3HHULIA MEXy BOBICUEHHbIMHU U HeBoBIeueHHbIMHU CJIL] menee 10 mr/n

Crporuit monseiid oret (cI1O/I1P): ITP mitoc oTcyTcTBHE a00SpaHTHBIX IUIA3MAaTHUECKUX
KJIETOK B KOCTHOM MO3T€ II0 pe3y/bTaTaM IPOTOYHON HUTO(IyOopUMeTpHH (IIpU HOACUeTe 2 MIIH
KJICTOK).

OueHb XOpOIIUI YaCTHYHBIA OTBET (O4eHb xopoinas yactuyHas pemuccus) (OXYP)

YCTaHABJIMBAIOT, €CIIM MCXOAHO pasHUIA MEXTy MaToJOorHmiyeckuMum u HopMmaibHbiMu CJIL]
UMMyHOrI00yuHOB > 50 Mr/i, a mocie nedyenns: menee 40 mr/i.

Yactuunelii orBer (yactuuHas pemmuccus) (YO/YP) ycraHaBIMBAIOT, €CIM HCXOTHO

pa3HUIa MEXIY MATOJOrMYecKUMU W HopMaidbHbIMH CJIL mMmmyHOrnoGyimHoB > 50 mr/m, a
nocJie Je4eHus: cHusuuaach Ha 50%.

OrcyrcTBHE reMaToJI0rHYeCKOro OTBeTA: CHIKCHHE CoNepKAHUS CJIIL

UMMYHOTTI00yTHHOB MeHee 4eM Ha 50%, eclti HCXOIHO UX KOHIEHTpalus 6buta 6omee 50 Mr/i.

YacTuyHblii OTBET mnpu HU3KOM ucxonHoM 3Havenuu CJIIL: pasuuna CJIL mocie

neueHust MeHee 10 Mr/J1, eClii HCXOIHO UX KOHIEHTpalus coctansiia 20-50 mr/i.
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Kpurepun knunuueckoro orsera npu AL- amuinounose

KnuHnyeckuii OTBET Ha TEpalMIO OICHUBAIOT OTACIBHO MJISI KaKAOTO IMOPaKCHHOTO
opraHa yepe3 6 Mec OT JOCTUTHYTOI'0 TeéMaToJIOrHYeCKOro OTBETa.

Cepneunnblii orBer: cHwkeHne NT-proBNP na 30% wim Gonmee wem Ha 300 Hr/nm y
MAlMeHTOB ¢ HCXOOHbIM 3HadeHWeM NT-proBNP > 650 Hr/n wm MOBBIIIEHHE
(hYHKIIMOHAIBHOTO KJlacca CEepleyHOil HeocTaTouyHOCTH (Ha 2 u GoJee Kiacca Mpu UCXOTHOM
knacce no NYHA 3-4).

Iloueynblil OTBET: CHIKEHHE CYTOUHOH nporenHypur Ha 30% OT UCXOQHOrO 3HAYEHMs
i Menee 500 MI/CYTKM NpH OTCYTCTBHU MPOTPECCHPOBAHHS IMOYECYHON HEIOCTATOYHOCTH
(cumxenust CK® Gonee yem Ha 25% OT HCXOIHOTO 3HAYCHHUS).

IleyeHOUHBbIHl OTBeT: CHIDKCHHE CONCp)KaHUS INEJOYHOWH ¢ocdarassl Ha 50% wm

YMEHBIIIEHHE Pa3MepoB IIEUCHH! Ha 2 CM IO pe3yiIbTaTaM KOMITBIOTepHOH ToMorpadum.

Kpurepun nporpeccupoBanust AL-A:

I'emaTosornyeckasi nporpeccust

Pennaus mnocie mOIHON peMHCCHHM: BO30OHOBIEGHHE CEKpELUHM MNapalpoTeuHa WIN
Hapymenue otHomeHnus CJIL] mmmynornoOymuHoB. Ilpu 3ToM coneprkanue BoBiaedeHHOW CJIL]
UMMYHOTJIOOyTHHOB TOJDKHO YBEIMYHUTECS B /1BA Pa3a.

IIporpeccusi mocie wYacTH4HOW pemuccuM: nosbiieHHe Ha 50% comepikaHus
HapanpoTerHa ChIBOpOTKH (Oonee 5 1/:1) mimm noseimeHue Ha 50% kommuectBa Oeska Bewc-
Jlxonca B Mmoue (Oosee 200 MI/CYTKH) WIJIM TIOBBIILICHUE BoBiieueHHor CJIL]
nMMyHOrnooymmHoB Ha 50% (Gomee 100 mr/m).

Knunnnueckast nmporpeccust
Cepaue: nmoseimieane NT-proBNP na 30% wmm 6onee wem Ha 300 HI/n wim mosbimeHue T-
TponoHuHa 6onee Ha 33% i cHmkeHne Gppakiuu Beiopoca Ha 10%.

IMoukn: mnoBblmieHHe CyTO4HOI mporenHypuu Ha 50% (He MeHee ueM | T/cyTkm) WM
MIOBBIIICHNE COJCpPKaHUs KpeaTHHHHA Ha 25% (umm cHikeHne CK® Gonee uem Ha 25%).

Ievenn: [Tobimenne menouHoH ocdarassr Ha 50%.

7.3. POEMS cunapom

Kpurepuu s3¢ppexruBnoctn Tepanuu POEMS cunapoma
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3Hauenne B JaedioTe,
KOTOpPO€  YYHTBHIBAETCH
VISl OIEHKH OTBeTa Ha

IMosHas pemuccus

Yiaydyumenue

IMapamerp Tepanuio
VEGF B 2 pa3a BbILIE HOPMbI HopmansHoe 3HaueHne penykuus Ha 50%
oT HCXOIHOTO
YPOBHS
IMapanporenn B ceiBopoTKe 5 1/71 1 Oonee OtcyTcTBUE napanporenHa | Pemykums
(Bo3MoxkHa KoHctatauus IIP u | npu MMMYHODHKCALMK | TTapanpoTenHa  Ha
Ox4P) CBIBOPOTKH M MOYH 50% oT HMCXOmHOro
10 r/n u Gonee (OLEHKA CTENEHH | +OTCYTCTBHE KJIOHAJIbHBIX | 3HAUEHUS
reMaToJIOrH4YeCKOro OTBETa) IUIA3MaTHYECKUX  KIETOK B
TpernaHooronTare npu
HMMYHOXHMUYECKOM
HCCIICIOBAHNH
IIT/KT 1 u  Oomee  ouaroB ¢ | OrcyrcTBue Hakoruienust | Penykums nHa 50%
MaKCHMaJIbHbIM JIMarHOCTHYECKOr0 OT CYMMBI SUF
CTaHJApPTH3HPOBAHHBIM YPOBHEM | pasrohapMaieBTHIECKOro BCEX 04aroB
HaKOIUICHUS (SUF) | npemapara B oJarax
yneszokcurimokossl [18F] 0CTEOCKJIepO3a
MoandunupoBannas Viyuiienue or
OleHKa HCXO/THOTO  yPOBHS
Y BCcex NalueHToB He yuutsiBaercs
HEBPOJOTHYECKHX Ha 15% (MHHEMYM
HapyHIeHH i no Ha 10 myHKTOB)

mkazie (MNIS+7)

Acnut/ruaporopaxc/ | Vimerorcs OrcyreTByIOT VYayumenne Ha 1
OTeKH CTYINeHb o
kputepusim CTCAE
(cM.  mpHIIOKEeHHE
3.7)
Cucronmnyieckoe bombiie mmu paBuo 40 mm pr et | Menee 40 MM ptT T Menee 40 MM pT cT
JaBJIeHHEe B IPaBOM
JKeJTy0uKe (o
JAAHHBIM
IXoKapauorpaguu)
Orexk aucka Ectp Her Her
3PUTE]ILHOIO HepBa
Jnddysnonnan
cnocodHocTh Jerkux | Menee 70% OT NODKHOM Bonee 70% ot nomxHoN Kpurepuii HE
110 MOHOOKCH/LY YUHUThHIBAETCS
yrieposaa
Kpurepuu nporpeccupoanusi POEMS cunapoma [78]:
3Havyenue B /1e00Te, KOTOpOe
YUHUTBIBACTCH JAJIsA OLCHKH
OTBE€TAa Ha Tepanuro
IMapamerp IIporpeccupoBanue
VEGF B 2 pa3a BBIIIC HOPMBI TloBbrmenne Ha 50% OT caMOro HH3KOrO
3HAYCHHS
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IMapanporenn B ceiBopotke 5 /1 u 6oree TloBblieHue Ha 25% OT caMOro HU3KOro
(Bo3mokHa koHcTatauust [P u OxYP) 3HAYCHHS, HO Oornee 5 T/

10 r/m m Oomee (OLEHKA CTENEHH
reMaToNIOrHueckKoro OTBETa)

IIAT/KT 1 u Oonee owaroB ¢ MakcuMmaibHbIM | IToBbiiienne Ha 30% cymmbel SUF ot
CTaH/apPTH3HPOBAHHBIM YPOBHEM | CaMbIX HH3KHX 3Ha4YeHHH, HO Oonee 4
nakoruienus: (SUF) ¢uynesokcurmokossl | SUF um nosiBieHne HOBBIX 04aroB
[18F]

MoauduuupoBanHas Ha 15% mnoBbIIIEHHE OT CaMbIX HHU3KHX

OIlEeHKA 3Ha4YeHUN (MHHUMYM Ha 10 MyHKTOB)

YV Bcex NnanueHToB

HEeBPOJOTHYECKHX

HApYILIeHHil M0 IIKaje
(mNIS+7)

Acuut/ruaporopakc/ Nmerores Vxynmenue Ha 1 crymenp 1o

O0TeKH xpurepusim CTCAE (cm. mpunokerue
ri.2)

Cucroamueckoe bonbme wnnm pasHO 40 MM pT €T Menee 40 Mm pr cT

JaBjieHHe B IPAaBOM

AKeTyl0uKe (mo

JAAHHBIM

IXoKapauorpagum)

Orek auckKa
3PUTEIBHOTO HEpPBa

Ectp

Vxyauienue Ha 1 cTyneHb o KpuTepusm
CTCAE (cm. mpusokenue I'1.2)

Juddy3nonnas
CIOCOOHOCTD JIETKHX

110 MOHOOKCHY
yriepoaa

Memnee 70% OT JOHKHOMK

VYxynuenue Ha 1 cTyneHb 110 KpUTepHsIM
CTCAE (cm. mpusokenune I'1.2)

Hexoropsie

Hcciaea0oBarTeii

MpeIaraoT

OT/IEIIBHO

OIICHUBATH KHHHHHGCKHﬁ,

HEBPOJIOTHYECKUI, TeMaTOJIOTHYCCKUM, PaMOJIOTHYCCKHl OTBET, a Takke orBer mo VEGF

(Tabmuma 4).

AnanrupoBanubie Kpurepuu orsera npu POEMS cunapome [78].

Knunnyeckunii oTBeT

® KJIMHHUYCECKOC YIydlICHUE

® KJIMHHUYECKas Mporpeccusd

e CMCIIAHHBIN KIMHHUYCCKUN OTBET

® KIMHHUYECKas CT8.6I/IJII/I3aL[I/I$I

Hesponoruueckuii orser
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KOHCTaTI/IpySTCH 1P HEBPOJIOTMICCKOM 06CH€Z[0B3HI/II/I .

I'emaTonoruyeckuii oTBeT

e [IP — oTcyTcBHE KIOHANIBHBIX IUIA3MaTHUECKUX KIETOK B KOCTHOM MO3TE ILTIOC OTCYTCTBHE
MapanpoTerHa B CHIBOPOTKE U B MOYE 10 Pe3yabTaTaM UMMYHO(DHUKCAIUH.

e OxYP - nHa 90% penykius mapampoTerHa WM IapalpoTeHH B CBIBOPOTKE W/WIM B MOue
OIpeeNIeTCsl TOIBKO METOJOM HMMMYHO(DHKCAlMH W OTCYTCTBYET HpH 3JeKTpodopese.
Koncraramus OxYP Bo3MO)XHA ITPH NCXOHON KOHIIGHTPAIMU IMaparnporenHa oosee 5 /i,

e UP - cHmXEHHE MapalpoTeHHa B CHIBOPOTKE M B Mode Ha 50% OT HMCXOAHBIX 3HAYCHUIL.
JuarHoctuka YP Bo3MOXKHA ITpU HCXOJHOM 3HAYCHUH IapanporenHa 6onee 10 /1.

e OtcyrcTBHE OTBETa — 3HAYEHHs IaparpoTenHa MEHee, YeM HEOOXOJMMO JUIsl KOHCTATalluu
YP.

e [Iporpeccus- BO30OHOBJICHHE CEKPELMH IAPANPOTEHHA B CHIBOPOTKH W/HIIM B MO4YE WM
noBbIlieHue Ha 25% u Ooniee 0T Hambosiee HU3KUX JOCTUIHYTHIX 3HaueHuil. [lapanporenn

IIPU 3TOM JOJDKEH OBITH Oomee S5 1/71.

VEGF orBer

e [IP — HopmanbHOe conepxanne VEGF ( B miasme menee 60 rr/mi1, B CBIBOPOTKE — MEHEE
771 nr/mmn).

e UP - cumkenue Ha 50% OT HMCXOAHOTO 3HAYCHUS (OLCHUBACTCA TPH HCXOIHOM
coziepKaHuH B Iuazme Ooxee 125 mr/mi, B ceiBopoTke — 6osee 2000 mr/mi).

e OrcyrcrBue orBeTa — MeHee ueM YP.

e Ilporpeccuss - TOATBEP)KICHHOE IBAXIHl MNOBBINIeHHe Oonee 771 mnr/mm  (mpu
HOPMAJIBHBIX paHee 3HAUCHWSX) WM IoBbleHHe Ha 50% OT MUHHUMAJBHBIX 3HAUCHUH

110CJIE TePaNuH.

Paaunosiornuecknii orBer

e TIP — OTCYTCTBHE HAKOIJICHHS JUArHOCTHYECKOT0 paanodapMaleBTHUECKOro CPEACTBa;
e UP — cHWKEeHHE HAKOILICHHUs (iTye30KcurIiFoko3bl [18F] Gonee uem Ha 50%;

e OrtCyTCTBHE OTBETa - PEAYKUMS HAKOILICHHUs ()iryae30Kcuriiioko3sl [18F] meHee yem Ha

50%.
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e [IIporpeccus — noseimrerne cymmbl SUF Ha 30% OT MHHHMaIbHOTO 3HAUEHHMS IOCIE
Tepanuy, Npu 3ToM MakcuMmaiabHoe SUF nomkHO OBITH He MeHee 4 WM IOSIBICHHE

HOBBIX 04aroB HAKOILJICHUS

Kommenrapuii. [1ocie okonuanus mepanuu Heobxooumo npogecmu noinoe oocnedosanue
nayuenma, 6 mom yucne IOT-KT ne nosoice uem uepes 200 om nauana mepanuu. Haxonnenue
0UAZHOCMUYECKO20 PaouoPapmayeemuiecko20 cpeocmead Modlcen COXPAHAMbCA 68 medeHue
Onumenvro2o epemenu (Oadice nem). Ilpu yryuuienuu KIuHU4ecko2o0 cmamyca u CHUICeHUs

VEGF usmenenus na [19T- KT ciedyem nuwb nabniodame.
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KpnTeplm OIIEHKH KAa4YeCcTBAa MeIUIMHCKOI MOMOIIH

Kpurepun onenkn kauecTsa MeAHIUHCKONH nomowu npu MI'TI3

YpoBenn
YpoBens yoenuTenb
Ne Kpurepnn xavyecra JOCTOBEPHOCTH | HOCTH

J0KA3aTEIbCTB | PeKOMEH/

anui

[Tarmenty ¢ MI'TI3 npu nepBUYHOM WJM TOBTOPHOM IIpUEME,
[IPH KOHTPOJBHBIX OOCIEMOBAaHMSX W IpPH MOTO3PEHHH Hal
peruauB 3a00jeBaHMA BBINOJHEH OOMUA  (KIMHUYECKHN)
aQHaIM3 KPOBH PA3BEPHYTBIH C ONpeeNieHHEeM COREpXKaHU
reMOTJIOONHA, HPUTPOIMTOB, TPOMOONIHUTOB, JICHKOIMTOB,
nuddepeHIIpOBaHHBIM MOJICYETOM JIEWKOLIUTOB,
(nefikorurapHas  GopMyiga) W HCCIEOBAHHE  YPOBHS

PETUKYJIIOLIUTOB B KPOBU

[Tarmenty ¢ MI'TI3 npu nepBUYHOM WJM TOBTOPHOM IIpUEME,
[IpU KOHTPOJIBHBIX OOCJIEOBaHMAX U IPU IOAO3PEHUHM HA|
peuuauB  3a00JieBaHUSl BBIOJHEH OOIMH  (KJIMHUYECKUH)

aHaJIn3 MOYH

[Taruenty ¢ MI'TI3 npu mepBUYHOM HJIM TIOBTOPHOM IpUEME,
pU  KOHTPOJIBHBIX OOCIIENOBaHMAX M IPHU IIOJO3PCHUH HA|
peuunuB 3a00JICBaHMsl BBIMOJHEH OWOXMMHYECKUIA aHAIH3
KpPOBU C ONPEACIICHUEM AKTUBHOCTH JIAKTAaTACTUAPOrC€Has3bl B|
KPOBH, HCCIICIOBAaHHEM YPOBHS MOYECBUHBI B  KpOBH,
HCCIICIOBAHUEM YPOBHS KpPEaTHHHHA B KPOBH, HCCICIOBaHHEM|

ypoBHA oO0mero Oenka B KpPOBH, HCCIENAOBAHHEM YPOBHS

anpOyMUHA B KpOBH, omnpeseneHneM aKTUBHOCTH|
acmaprataMHHOTpaHc(epassl B KPOBH,  OHpeEeIeHHEeM
AKTUBHOCTH aJIaHMHAMHHOTpaHCc(hepasbl B KPOBH,

OIIPE/ICIICHNEM AaKTUBHOCTH IIENOYHOH (ocdaTassl B KpOBH,

HCCIICJOBAHUEM YPOBHA 06HICFO KaJIblIUsl B KPOBU YPOBHS KaJIUs|
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Kpurepun kauecrBa

YpoBeHb
J0CTOBEPHOCTH

A0Ka3aTeJbCTB

YpoBenn
yoeauTenn,
HOCTH
peKoMeHT

anui

B KPOBH

[Tarenty ¢ MI'TI3 npu mepBUYHOM WM MOBTOPHOM IIpHEME,
[P KOHTPOJBHBIX OOCIENOBAaHMSAX W IPH MONO3PEHHH Hal
penunuB  3a00J7€BaHUS  BBIIOJHEHO  UMMYHOXUMHUYECKOE
HCCIICIOBaHNE KPOBM M MOYH, BKJIIOYAIOLIEE OIpeeicHIe
COOTHOIICHUSI OEJKOBBIX (hpakiuii MeTomoM 3JeKTpodopesa,
KCCICA0BAHHE MOHOKIOHAJIbHOCTH HMMYHOITIOOYJIMHOB  Bj
KPOBH  METOAOM  HMMMYHO(HKCalMH, ,  HCCIEIOBaHHE
MOHOKJIOHAIBHOCTH MMMYHOTJIOOYJIMHOB B MOYE METOAOM

NMMYHO(UKCAIIH

[Tarmenty npu ycraHoske auarnosza MITI3 onpenenena CK®

paccdeTHBIM MeTonoM 1o ¢popmyine CKD-EPI

[Tarmenty ¢ MI'TI3 BBINOIHEHO LUTOJIOINYECKOE MCCIIEI0BAHNE

Ma3Ka KOCTHOI'O MO3ra (MHCH()FD'L[.\I.\I&I).

[larmmenty ¢ MITI3 BHITIOJHEHO NATOJOTO-aHATOMHUYECKOE]
HMCCIICIOBAHUE  OMOINICMHHOTO  (ONMEpalMOHHOr0) Marepuana
KOCTHOI'O MO3ra € MNPUMEHCHUEM UMMYHOTHCTOXMMUYECKHUX
METO/I0B

10.

[lanventy ¢ MITI3 mpu nepBUYHOM IpUeMe  BBINOJHEHA,
HU3KOZ030Basi KOMIIBIOTEpHas Tomorpadus Bcex KocTed
CKeleTa MM  IO3UTPOHHO-DMHUCCHOHHAs  KOMIIBIOTEpHas
ToMorpadust  KOCTeH, COBMEIUCHHYI0 C  KOMIIBIOTEPHOH

ToMorpagueil Bcero tena

11.

tl_[aIlI/IeHTy C IpU3HaKaMu TreMaToJIOrH4YECKOro W/uim
KIIMHUYECKOT'O pCI.II/I,I[I/IBa/ Ha4daTto IPOBCACHUC

IPOTHBOPEIHTHBHOMN TepaTHy

12.

HaL[I/ICHTy, 3aBCPLIMBIIEMY 3allJTAHUPOBAHHOC JICUCHUE 110
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( A pl ([AP48]): He coorserctByer

TE3UCY-PEKOMEH IALIHH.
Kpurepun kauecTsa J0JKHBI ObITh CHOPMYIIMPOBAHBI KAk
BBIIIOJIHEHHE B II0JIHOM 00beMe COOTBETCTBYIOUIUX TE3UCOB-

PEKOMEH JTaLuii,




YpoBeHb

Ne Kpurepun kavecrBa JAOCTOBEPHOCTH

A0Ka3aTeJbCTB

YpoBenn
yoeauTenn,
HOCTH
peKoMeHT

anui

noBony MI'TI3 BeimonHeHa oreHka 3G ¢eKTa JCYSHUs COrIacHo,

MEXTYHAPOIHBIM KPUTEPHSIM.

Kpurepun oueHku kayecrBa MeIHIIMHCKOH oMoy npu AL-A

\: OTtcopmaTMpoBaHO: 3arooBok 3

Kpurepnu xauecrsa

YpoBennb

YpoBennb

JA0CTOBEPHO|YOETUTEeIbHO

CTH

CTH

A0Ka3aTe/Ib| pEKOMEHAALL

CTB

uii

[Manuenty ¢ momo3peHneM Ha AL-A winm BbisiBieHHBIM AL-A mpu
[EPBUYHOM HJIM [IOBTOPHOM IIPUEME, MTPH KOHTPOJBHBIX 00CICIOBAHUSIX H
OpH  TONO3PEHMM Ha pPeLUIAMB 3a00JNCBaHUS  BBIIOJHEH  OOLIMH
(KJIMHUYECKUi) aHaIN3 KPOBU PA3BEPHYTHIH C ONPEACICHUEM COACPIKAHMUS
reMoro01Ha, JPHUTPOLIUTOB, TPOMOOIIHTOB, JICHKOLIUTOB,
b depeHIIMPOBAHHBIM _ [OACYETOM  JCHKONWTOB  (JIeHKouuTapHast

dbopmysia) M KCCIIeIOBAHNE YPOBHS PETUKYIOLMTOB B KPOBH

[lanenty ¢ momo3penneM Ha AL-A win BeisBieHHBIM AL-A  11py
[EPBUYHOM HJIU TTOBTOPHOM ITpHEMeE, IIPH KOHTPOJBHBIX 00CIEI0BaHUAX H
Opy  [OJO3PEHMM HA  peluauB  3a00jieBaHHMs  BBIIOJHEH  oOmuii
(KJIMHUYECKHI) aHaIUu3 MOYH

[larmenty ¢ momo3permeM Ha AL-A wm BouBneHHbIM AL-A mpu
[EPBUYHOM WIIH TIOBTOPHOM NpHEME, IPH KOHTPOJIBHBIX 00CIIEI0BaHUSX U]
[pY TOIO3PEHHUH Ha PELUIUB 3a00JNCBAaHMS BBIITONHEH OMOXUMHYESCKHUIA
QHAIIM3 KPOBH C ONpPEICICHUEMAaKTHBHOCTH JaKTaTACTHAPOTreHa3bl B KPOBH
HCCIICIOBAHMEM YPOBHS MOYEBHMHBI B KPOBH, MCCJIEIOBAaHHEM YPOBH:]
KpeaTHHHHA B KPOBU, MCCIICJOBAHUEM YPOBHsA 00Iero Oeika B KPOBH,
MCCIICZIOBAaHUM YPOBHS allbOYMHHA B KPOBH , OIpe/elIeHHeM aKTHBHOCTH]
acrlapraTaMHHOTpaHC(epaskl B KPOBH, ONpPEIENCHHEM aKTHBHOCTH
allaHMHAMHHOTpaHc(epasbl B KPOBH,  OMpEJCICHHEM  aKTHBHOCTH]
menodHol ocdaTassl B KPOBH, HCCIETOBAHHEM YPOBHS OOIIETO KalbIINs
B KPOBH, MCCIICIOBAHIEM YPOBHsI KaJis B KDOBH
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[larmenty ¢ momo3permeM Ha AL-A wm BeuBneHHbIM AL-A mpu
[EPBUYHOM HJIM [OBTOPHOM IIPUEME, IIPH KOHTPOJBHBIX 00CIECIOBAHUIX U
pY MOJ03PSHHM Ha PELUIUB 3a0O0JEBaHUs BBIIOIHEHO  ONpe/eiIeHNUe]
COOTHOIICHUS OCIIKOBBIX ¢pakuuii  merogoM  anekTpodopesa,
HCClIeJIOBaHNE MOHOKJIOHAIBHOCTH MMMYHOIJIO0YJIMHOB B KPOBU METOIOM
NMMYHO(HUKCALIUK, ONPEACNICHUE COEp)KaHHe CBOOOMHOM JIErKoW Ienu
Karma W JaMbna B KpOBH, HCCJCIOBAHHE MOHOKIIOHAIEHOCTH
MMMYHOTJIOOYJIMHOB B MOYE METOJOM HMMYHO(DHKCAIMH, HCCICIOBaHIE

YPOBHS I/IMMyI-IOFH06yHI/IHOB B KpOBU C KOJMYCCTBCHHBIM ONPEACIICHUECM

TE3UCOM.
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MOHOKJIOHQJIBHOTO U ITOJIMKJIOHAJIBHBIX MMMYHOTI00ymiHOB.OnpeneneHue
conepxanuss CJIL] HMMyHOTJIOOYITHHOB CHIBOPOTKH JIOJDKHO BBIMOJNHSATHCS
(MeToOM HedeIOMETPHH WK TYPOOIUMETPHHIL )

[Tanuenty ¢ nogo3penueM Ha AL-A wiu BbisiBIeHHBIM AL-A BBINOJIHEHO
h‘laTonoro-aHaTOMI/mecxoe HCCIICIOBAHUE OHMONCHUHOrO (OMepalroHHOrO)
MaTepraia JOCTYITHOTO HJIM TOPKEHHOTO OpraHa JUis MOATBEPIKICHHS H
(hopmynmpoBaHus JII/IaFHOBa‘

[HauneHTy ¢ nogo3peHueM Ha AL-A uiH BbISIBICHHBIM aMHJIOWI03€ TPH
MEPBUYHOM MPHUEME BBIMTOJHECHO THIUPOBAHKWE aMHJIOWAA C IPUMECHEHHEM
MMMYHOTHCTOXUMHUECKUX METOJIOB ISl IIOATBEPIKACHUS JmarH03a\

[TarpeHTy NpH yCcTaHOBKE AuarHo3a AL-A mpy mepBHYHOM WIIH TOBTOPHOM
npyeMe W TPH IIONO3PCHHMHM Ha PEIUAMB 3a00JEeBaHMS BBINOJIHEHB]
nccie0BaHus ypoBHA N-TepPMHHAIBHOIO (hparMeHTa HAaTPUHYPETUUECKOTO
nponentiga Mo3roBoro (NT-proBNP) B kpoBum uccieqoBaHHE YPOBHS
TporioHuHOB |, T B KpoBH

A p ([AP50]): Her Te3uca c Takoit
(opMyIHPOBKOii.

Ects:

T1aTOJIOr0O-aHaTOMUYCCKOC UCCIICI0OBAHUC OHOICHITHOTO
(omepalOHHOr0) MaTepHaa MopaXCHHBIX OPraHoB (cepaua,
TIOYKH, nC'{CHI/l) C IPUMCHCHHEM HMMYHOTI'HCTOXHMHYCCKUX
METOI0B

5C

[lanuenty ¢ mnomo3penneM Ha AL-A win BbisBIeHHBIM AL-A  1ipy
[MEPBUYHOM IPUEME BBIMOJHEHO IIMTOJOTMYECKOE HCCIICAOBAHUE Ma3Ka
KOCTHOT'O MO3ra (MHeIorpaMma)

No6
A P

COOTBETCTBYIOIIETO TE3UCA.
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[larmenty ¢ momo3penmeM Ha AL-A wm BeuiBneHHbIM AL-A mpu
[EPBUYHOM IIPHEME BBIIIOJIHEHO MATOJNOr0-aHATOMHYECKOE HCCIICIOBAHHE
OMOTNICUHHOTO  (ONMEepallMOHHOr0) MaTepuajia KOCTHOTO MO3Ta, IpH
HEOOXOJUMOCTH I1aTOJOr0-aHATOMHUYECKOE MCCIIE0BaHUE OHONCHIHOrO
(OomepallMOHHOr0)  MaTepuaja KOCTHOIO  MoO3ra ¢ I[PUMEHEHUEM
MMMYHOTUCTOXHMHYECKAX METOJIOB JIJIsi MOATBEPKICHUA U (pOPMYITMPOBAHHUS
marnosa
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[Mapenty ¢ POEMS cunHApOMOM MpU NEPBHYHOM, P KOHTPOJIBHBIX|
00CiIe10BaHUAX U NIPU TOJO03PEHUH Ha PenuauB 3a00IeBaHMS BBINOIHEHO

orpeneneHue conepkanus VEGF

[larmenty ¢ POEMS cuHmpomMoM — mpu NEpPBHYHOM IpHEME, IIPH
KOHTPOJIBHBIX 00CIIEI0BAaHHAX U IIPH MOI03PCHHUH Ha PELUIUB 3a00IeBaH s
BBIIIOJIHCHA ~ HHM3KOJ030Basi KOMIIbIOTEpHAs TOMOrpadusi BCerox—ioerei

cKeneTa h/IJm TTO3UTPOHHO-YMHUCCHOHHAS KOMIIBIOTEPHAs! TOMOTpadusl. l

[Marenty ¢ POEMS cuHapoMoM mpyu MepBUYHOM HIIH TIOBTOPHOM TIpHUEME,
pH KOHTPOJBHBIX OOCNEJOBAHHMAX M IIPH TIONO3PEHHM HA PEIHINB

3a00JI€BaHUS  BBIMIOJIHEHO  BBITIOJHEHO OIpEACICHUE COOTHOLICHUSA

OCNKOBBIX  (pakimuii  MeTomoM  3ieKTpodopesa, HCCIIEIOBAaHNE

MOHOKJIOHAJIbHOCTHU I/IMMyHOFH06yHI/IHOB B KpOBH METOAO0M

NMMYHO(DHUKCALIUH, UCCIIEI0BAHUE MOHOKJIOHAJIbHOCTH
NMMYHOITIOOYJIMHOB B MOY€ METOJOM HMMYHO(MHUKCAIMH, HCCIICOBaHUE
YPOBHSI IMMYHOTJIOOYJITHOB B KPOBH C KOJMYECTBEHHBIM OIPE/EIICHIEM
MOHOKJIOHAJIbHOT'O U ITOJHMKJIOHAJIBHBIX HMMyHorJI06yHHHOB.lOnpeneJIeHHe
coneprkanus CJIL] MMMYHOIIOOYINHOB CHIBOPOTKH JOJDKHO BBIIOJIHATHCS

(MeTomoM HedenoMeTpHH WITH TYPOOAUMETPUHL) ]
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[Manmenty ¢ POEMS  CHHAPOMOM  BBIMONHEHO  [IUTOJIOIUYECKOC

HCCIICAOBAHME Ma3Ka KOCTHOI'O MO3ra (\II/ICJ'[OF})&H\H\I{{)
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Te3ncaMi-peKomMeH aarusmu. Heobxomumo yopats 510
TIPCUTOKCHHUE.

[Marpenty ¢ POEMS cuHIpoMOM BBINOJHEHO [AaTOJIOr0-aHATOMHYECKOE]
HccIIe10BaHne OHONCHIHOTO (OHepalioOHHOTr0) MaTepHalia KOCTHOTO MO3ra,
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Ipunoxenue Al. CoctaB padoyeii rpynnsl no pa3padorke u nepecMoTpy

KIMHHYC¢CKHUX peKOMeHI{alIl/lﬁ

Pexruna Upuna I'epMaHOBHA — 1.M.H., 3aB. OT/ICJICHUEM I'€MATOJOIUU U XMMUOTEPAIMU
a3MokieTouHbIx auckpasuit ®I'bY «HMMUILL remaronorun» Munsapasa Poccuu,
BeAyLMI Hay4HBII COTPYAHUK OTeNla XMMUOTEPAIuY NapalpOTeUHEMUYECKUX
reMo0JIacTO30B, YIeH ACCOIMAINN COACHCTBUS Pa3BUTHIO T€MaTONIOIHH, TPAHC(Y3HOTOTHH
1 TPaHCIUTAHTAI[UM KOCTHOTO Mo3ra "HarroHaabHoe TeMaToJI0rHIecKoe 00IIecTBOY
Menpeineena Jlapuca IlaB1oBHa — 1.M.H., mpoeccop, pyKOBOJHUTEIb YIIPABICHUS 110
Hay4YHOH 1 00pa3oBaTeNbHOM paboTe, 3aBeyIONIast OTACIOM XUMHUOTEPAITUI
naparnpoTrenHeMuieckux remoosacto3oB ®I'bY «HMUIL rematonorun» Munsnpasa PO,
uneH HaGmonarenpHoro coBeta Acconuaruy cofaeiicTBUs pa3BUTHIO FeéMaTOJIOTUH,
TpaHCc(y3UOJIOTUH U TPaHCIUIAHTALlUM KOCTHOro Mo3ra "HaruoHnansHoe reMaToI0ruueckoe
0011eCTBOY, WieH Poccuiickoro mpogeccnoHanbHOro 00IIeCTBa OHKOTEMATOJIOTOB.
CoaoBseB Makcum BanepbeBUY — K.M.H., 3aBEYIOIINI OT/I€IIEHUEM I'eMaTOJIOTHH U
XUMHOTEPANUH NaparnpoTeHHEMUYECKIX reM00JIacTO30B ¢ 6JIOKOM TPAHCIITIaHTAI[UN
KOCTHOTO MO3Ta M TeMOIIO3THYECKUX CTBOJIOBBIX KJICTOK, CTapIINi HAYIHBIH COTPYIHUK
oTelia XUMHOTEPAIIHH MapanpoTeHHeMuIecKix remoonactozo OPI'BY «HMULL
rematojorun» Munzapasa P®, uien Accouuanuu coaeicTBUs pa3BUTHIO FeMaTOJIOTUH,
TpaHCc()Y3MOJIOTHH ¥ TPAHCIUIAHTALMKM KOCTHOTO Mo3Ta "HarroHaisHOe reMaToI0rHyeckoe
o0miecTBo".

IHapopnuynnkoBa Enena Hukonaesna — 1.M.H., reHepanbHblil aupextop PI'bY «HMMUIL]
rematosoruu» Munsapasa P®, uinen HabmogarensHoro coBera Acconuanuy CoaenCTBUs
Pa3BUTHIO T€MaTOJIOTHH, TPAHC(Y3HOJIOTHU U TPAHCIUIAHTALMK KOCTHOT'O MO3Ta
"HauroHaJIbHOE TEMaTOJIOTMYECKOE OOIIECTBO.

Hoanyonass Upuna BragumupoBua — a.M.H., npodeccop, akagemux PAH, IIpopexrop mo
JieueOHOM paboTe U MEeXKTYHAPOIHOMY COTPYAHUYECTBY, 3aBeyIONIas Kadeapoil OHKOJIOTHH
¥ NAUTMATUBHON MeIuIMHBI nMeHH akanemuka A.M. Casunkoro ®I'BOY 10 «PMAIIO»
Mumnsnpasa PO, npencenarens Poccuiickoro npodeccronanbsHOro odmecTsa
OHKOTeMaTOJIOTOB.

Jpankuna Oxcana MuxaiiioBHa — 1.M.H., npodeccop, wieH-kopp. PAH, I'eHepanbHblii
qupexrop PI'BY «HMMUII Tepanuu u npodunaktTuueckoit MeauuHb» Munsapasa PO,

npe3usieHT Poccuiickoro obmmecTsa mpoduiakTuky HeMH(PEKINOHHbIX 3a00JIeBaHUH, BULIC-
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10.

11.

npe3uJeHT Poccuiickoro HayuHOro o0IIECTBa TEPANeBTOB, YJICH MIPE3UIuyMa
HanmonansHoro obmmecTsa aTepocKiIeposa, WieH mpaBieHrss MoCKOBCKOT0O TOPOJCKOTO
HayYHOTO 00IIecTBa KapIHOJIOrOB, YICH IPaBIeHUs POCCHICKOro KapanOoIOrH4ecKoro
ob1ecTBa, wieH npasiieHus O0LecTBa CeNUaIUCTOB [0 CepJeYHON He0CTaTOYHOCTH,
yiieH EBponetickoro o01iecTBa o runepToHnH, wieH EBponeiickoro odmiecTBa
KapAHoJIOroB, wieH EBponelickoro obriecTsa arepockiieposa, wieH EBponeiickoit
accoLUalUy 110 U3YYEHUIO [ICUCHU.

KoBpurunna Aniia MuxaiiyiopHa — 1.0.H., 3aB. IaTOJIOT0AHATOMUYECKUM OTICIICHHEM
OI'BY «HMUI] rematonorun» M3 PO, npodeccop kadenpsl maToIornaeckoil aHaTOMUH
OI'AOY BO Ilepsriit MI'MY umenu .M. CeueHoBa Munszapasa Poccuu (CedeHOBCKUI
YHuBepcurer), wieH npesunuyma Poccuiickoro odiecTBa naTojoroaHaToMOB, YJIeH
npaBieHus Poccuiickoro o01ecTBa OHKOTeMaToJIOroB, YieH ACCOLUAIUK COJCHCTBHS
Pa3BUTHIO TeMaTOJOTHH, TPAHC(Y3HOJIOTHU U TPAaHCIUIAHTAIlH KOCTHOTO MO3Ta
"HanuoHanpHOE reMaToI0ru4eckoe o0mecTBo" .

Iuporosa Ousbra BraguciaBoBHa — K.M.H., CTapIIMi HAyYHBINH coTpyAHUK KnuHuku HUU
JA0TI'uT um. P.M. I'opbaueBoii, accicTeHT Kadenpbl TeMaTOJIOTHH, TPaHC( y3HOJIOTHH,
TPaHCIUIAHTOJIOTHH C KypcoM jeTckoii onkosorun OI1O umenu npodeccopa b.B.
Adanacwesa [ICTIGI'MY um. akan. W.I1. [TaBnoBa, uien EBporeiickoro odmectsa 1mo
TPaHCIUIAHTALUH KJIETOK KPOBU M KOCTHOTO MO3Ta.

Ko3znosckas JIugus BragumupoBna — 1.M.H., npodeccop kadeapsl peBMaTOIOTHY,
BHYTPEHHHUX U IIpodeccronanbHbIX 6onesHeit [lepporo MI'MY um. .M. CeueHoBa, uiieH
Acconuarin HepoJIoroB, WIeH HaydHOro odmecTtsa Hedpororos Poccnm.

3axapoBa Enena BuxkTopoBHa — K.M.H., 3aB. HeposormdeckuM otaeieHueM [6Y3 'Kb
nM. borkuna, nouent kagenpst Hepponornu GPIIJIO MI'MCY, npeacenarens Poccuiickoro
JUAITM3HOTO OOIIEeCTBA, WICH HaydHOro o0IecTBa HedposioroB Poccuu, wieH Accolannu
Hedposoros, wieH CTOINYHON accolHauy He(POIOroB, WieH MexIyHapoIHOro obIecTsa
nedposioros (ISN), uinen EBporneiickoii moueunoii accoruanuu (ERA), uien amepukanckoro
oburectBo Hedposioros (ASN).

MsicunkoB Poman IlerpoBudY - K.M.H., Be1yIUI HayYHbII COTPYIHHUK OTAEIa
kimHu4aeckoit kapauonornn ®I'BY «HMUI Tepanuu u npohunakTHIECKOM MEAUILIMHBD)
Munszapasa Poccuu, wien Poccuiickoro kapaAnoaoruueckoro oomecTsa, wieH Poccuiickoro
HayYHOTO 00IIecTBa TepaneBToB, dwieH OOImecTBa CHEHAINCTOB 110 CEPACTHOH

HCI0CTAaTOYHOCTH, YJICH Poccuiickoro 06HI€CTB8. HpO(l)I/IJ'[aKTI/IKI/I HeI/IH(i)eKIII/IOHHI)IX
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3aboneBaHuii , uaeH HaruonansHOro o01iecTsa aTepockieposa, 4iaeH padouel Ipynisl o

3a00JIeBaHUSAM MHUOKap/Ja u nnepukapaa EBponeﬁcxoro O6H.[CCTBa KapauoJIOorosB .

KoHMKT HHTepecoB 0TCYTCTBYET.
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[Ipunoxenue A2. Metogosaorusi pa3padoTku KIMHHYECKHX PeKOMeHIanuii

HeneBast ayiuTOpus AAHHBIX KINHIYECKHX PEKOMEH/AIIMIi:
1. Bpauu-remarosoru.
2. Bpauu-oHKOJIOTH.

3. Bpauun-Hedpomnoru.

Mertoosorusi c6opa 10Ka3aTeabCTB

MeTozpl, HCHIONIB30BAaHHBIE U cOOPA/CEIEKINN T0KA3aTEIbCTB:

[Touck nybaMkauuii B CrielMaaM3UpPOBAHHBIX MEPUOJUYECKUX MEYATHBIX M3JAHUSAX C MMIIAKT-
(dhakropom >0,3;

IloucK B 3JIEKTPOHHBIX 0a3aX JaHHBIX

Bazbl JaHHBIX, HCTIOIB30BAHHBIX I COOpa/CENEKIINH TOKa3aTebCTB!

JlokazarenpHOM  0a30if Uil pPEeKOMEHJAIMKA  SBJSIIOTCS  MYOJMKalUH, BOLIEALIME B
Koxpeiinosckyro Oubmuoreky, 6assl manHeix PUBMED u MEDLINE. I'myOouna nomcka
cocraBuiia 10 seT.

Merto/1b1, UCTIOIB30BAHHBIC JJIsl aHAIM3a JOKA3aTEeIIbCTB:

. 0030pBbI OMYOJIMKOBAHHBIX METa-aHAIIU30B;

. CHCTEeMATHIeCKHe 0030pbI ¢ TAOMHIAMHU TOKa3aTEIbCTB.

Merto/1b1, UCTIOIB30BAHHBIC JJISI KAUE€CTBA M CUJIBI JOKA3aTeIbCTR:

. KOHCEHCYC KCIIEPTOB;

. OLICHKAa 3HAYMMOCTH JIOKAa3aTEJIbCTB B COOTBETCTBUM C PEUTHHTOBOH CXEMOM
JToKa3arenbeTB (Tabm. A2.1.— A2.3)).

B HacrosmmMx KIMHUYECKHX PEKOMEHIAlMSIX MPUBEACHBI YPOBHH  JIOKA3aTEIbHOCTH
peKOMEHIAIM B COOTBETCTBUH C MPOCKTOM METOAMYECKHX pPEKOMEHIAIUI T0 OIICHKE
JIOCTOBEPHOCTH J10Ka3aTesabCTB U yoenureabHocTH pekoMmenaanuii ®I'bY «LleHTp sxcnepTussl u
KOHTPOJIA KauyecTBa MEJUIIMHCKON momoin» Munsapasa Poccuu.

B cooTBercTBHE ¢ HaHHBIM IPOSKTOM PEKOMEHIANWI OTAEIEHBIM OOIMICIIPHHATHIM METOIMKAM
IUarHOCTHKUA Ha OCHOBAaHMH KOHCEHCYCa SKCIEpPTOB NpupaH ypoBeHb GPP (cioxuBmiasics
KJIMHUYECKas IPAKTHUKA).

Ta6auua A2.1 Illkana oneHkH ypoBHEW TOCTOBEpHOCTH qokazaresbeTB (Y/J]) s meTomos

JUArHOCTHKHU (HI/Ial"HOCTI/I‘IeCKI/IX BMeHIaTeJ'II)CTB)

‘ yaa ‘ Pacungposka
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yaa

Pacmiudposka

CucremaTnyeckue 0030pbl UCCIEAOBAHHM C KOHTPOJIEM pPeEepPeHCHBIM METOAOM HIIU
CHCTEeMaTH4eCKHid 0030p paHAOMU3UPOBAHHBIX KIMHUYECKHX HCCICIOBAHUHA C

IIPpUMEHCHUEM METa-aHajlnu3a

OTnenbHBIE HCCIEIOBAaHUS C KOHTPOJEM pedepeHCHBIM METONOM WM OTICNIbHEIC
PaHAOMHU3UPOBAHHBIC KIMHHYCCKUEC HCCICAOBAHUS W CHCTEMAaTHYECKHE 0030pBbI
HCCIIeIOBaHUI MI000ro Au3aiiHa, 3a UCKIIOUYEHHEM PaHJOMU3UPOBAHHBIX KIIMHUYECKUX

HCCIICIOBAaHUH C IIPUMEHEHUEM METa-aHaJIu3a

HccnenoBanus 6e3 MOCIEIOBAaTENBHOTO KOHTPOJISA pedEPeHCHBIM METOJOM  WIIH
UCCIENIOBaHKUS C pedepeHCHBIM METOAOM, HE SBIIOIIMMCS HE3aBHCHMBIM OT
HCCIIEyeMOro MeTO/a, UM HepaHJAOMU3UPOBAaHHBIE CPAaBHHUTEINIbHbIE UCCIIEN0BaHUs, B

TOM YHUCJIE KOTOPTHBIC UCCIICTOBAHNA

HeCpaBHI/ITeJ'II:HI)Ie HCCIEN0BaHUA, OITUCAHUE KIIMHUYECKOI'O Cirydast

Hmeercs b 000CHOBaHHE MEXAaHU3MA IEUCTBUS WM MHCHHUE OKCIIEPTOB

Ta6nnma A2.2 Illkana orneHkd ypoBHe# joctoBepHOCTH aokazatenbcT (Y1) ans meromoB

NPOQUIAKTUKH, JISUSHHs U peaduinTanny (MpodHIakTHIECKUX, JeueOHbIX, peaOUIMTalMOHHBIX

BMEILIATEIIbCTB)
Y4 Pacungposka
1 | Cucremarnueckuii 0030p paHIOMHU3HUPOBAHHBIX  KIMHHYECKHX HCCICHOBAHMH ¢

NPUMCHCHUEM METa-aHalnu3a

2 OTzaenbHbIE PaHAOMHM3HPOBAaHHBIE KIIMHUYECKHE HCCIECIOBAaHUS M CUCTEMaTHYECKHE
0030pbI  UCCIICIOBAHUI JFOOOr0 JaM3aiiHa, 3a HCKIIOUYEHHEM PaHJIOMH3HPOBAaHHBIX
KIMHIYECKUX HCCIICIOBAHUH C IPHMEHEHHEM MeTa-aHajn3a

3 HepanpomMu3upoBaHHbIC CpPaBHHUTEIILHBIC HCCICIOBAHUS, B TOM YHCJIE KOTOPTHBIC
HCCJIEJOBAHUS

4 HecpaBHuTebHBIC MCCICIOBAHMS, OMMCAHUE KIMHUYECKOTO CIydas WIH CEPHH CIIydacs,
WCCIICOBAaHUS CITy4aii—KOHTPOIIb

5 Hmeercss b 0OOCHOBAaHHME MEXaHW3Ma JICHCTBHS BMEIIATENIbCTBA (1 OKIMHHYECKUE

I/ICCJ'IG,HOB&HI/IS{) WJI1 MHEHUE SKCIIEPTOB
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Ta6auua A2.3 Illkana oueHku ypoBHel yoenutenbHOCTH pekomenaauuit (YYP) nust meronos
NpoQWIAKTUKY,  AWATHOCTUKH,  JIeYeHHs ®W  peabwimrauud  (IpOQHIaKTHYECKUX,

JUArHOCTHYCCKHUX, IIS‘ICGHBIX, pCa6I/UII/ITaL[I/IOHHBIX BMCH.IaTCHLCTB)

yyp Pacumdposka

A CunpHasg pekoMmeHIanus (Bce paccMaTpUBacMble KpUTEpHH 3(PQPEKTHBHOCTH
(ucxomsl) SBISIOTCS BAXHBIMH, BCE HCCIEHOBAHUS WMEIOT BBICOKOE HIIH
YAOBIETBOPHTEIEHOE  METOJOJIOTHUECKOE  KadecTBO, WX  BBIBOABI IO

HMHTEPECYIOLIUM UCXOJaM SABIISIOTCS COrTaCOBAaHHBIMMU)

B VYcinoBHas pexoMeHJalus (He BCe paccMaTpHBaeMble KPUTEPHH d()(HEKTHBHOCTH
(ucxofpl) SBJIAIOTCSA BAXHBIMH, HE BCE HUCCIEJOBAHUS HMEIOT BBICOKOEC WU
YAOBIETBOPHTEIFHOE METOMONIOTHYECKOE KAdeCTBO W/MIM WX BBIBOABI IO

HUHTEPECYIOIUM UCXOAaM HE SABJIIIOTCS COl"J'IaCOBaHHI)IMI/I)

C Cnabas pexoMeHaaIMs (OTCYTCTBHE JOKAa3aTeNbCTB HAIJICKAIIETO KayecTa (Bce
paccMmaTprBacMble KpUTEPUH 3(PPEKTUBHOCTH (MCXOIBI) SBISIOTCS HEBAKHBIMHU,
BCE UCCJICOBAHUS UMCIOT HU3KOE METOJOJOTHYCCKOE KaYeCTBO U UX BBIBOJBI 11O

HMHTCPECYIOIIUM UCXOAaM HE ABJIIIOTCA COFHaCOBaHHLIMI/I)

MeTtoaosnorus BaJuiu3aluH peKoMeHauuii
MeTto/b! BaIMAM3AIUK PEKOMEHAAINIL:
. BHEIIHSAS SKCIIEPTHAS OLICHKA,;
. BHYTPEHHSIS SKCIICPTHAS OLICHKA.
Onucanyne MEeTOAMKH BAJIMAN3ALMH PEKOMeH 1AM

Pexomenpanuy 0OCYXKIEHBI M OJOOPEHBI BEIYLIMMH CIELHAIMCTAaMU MPOQUIBHBIX
QenepanbHbIX HEHTPOB PoccmM ¥ THpPaKTHYECKMMH BpadamMd. [IpOeKT KIMHHYECKHX
peKOMeHIaNui ObUT pacCMOTPEH Ha COBEIAHUIX paboueii rpymmel B 2024 1.

Ilopsiiok 00HOB/IeHUS KIMHMYECKHX PeKoMeHAauii

AxTyanu3aiys DPOBOAUTCSA HE pexe YeM OIUH pa3 B TPH rofia WIM paHee C y4eTOM
HosIBUBIIEIiCS HOBOM MH(OPMAINK O JUAaTHOCTHKE M TAKTUKE BEJCHHS ITAIINCHTOB, CTPAIAOIIIX
MITI3. Pemenue 06 oOHOBIeHMM HpuHHMaeT Mun3znpaB Poccun Ha OCHOBE IpEUIONKEHUM,
[IPE/ICTABICHHBIX MEIUIMHCKUMH NPO(QECCHOHAIBPHBIMU HEKOMMEPUECKUMH OpraHU3aIUiAMU.
CtopMupoBaHHBIE TPEATOKEHHS JOIDKHBI YYHTHIBATh PE3yNbTAThl KOMIIIEKCHOH OLEHKH
JIEKapCTBEHHBIX MpPErapaToB, MEAWIMHCKAX W3JENHi, a TakkKe pe3ydbTaThl KIMHUYECKOI

anpoOaruu.
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IIpunoxenue A3. CnpaBoyHble MAaTEePHAJIbI, BKJIOYasi COOTBETCTBUE
MOKa3aHUI K NPUMEHEeHHI0 U MPOTUBONOKA3aHMI1, COCO00B MPUMEHEHUS U
7103 JIeKAPCTBEHHBIX NMPENapaToB, HHCTPYKIHUH MO MPUMEHEHUI0

JICEKAPCTBCHHOI'0 nMpemnaparta

Hpunao:xenne A3.1 Cxembl JieueHUsI ePBUYHBIX nanueHToB ¢ MI'TI3

CxeMmbl JieyeHUs] TepBHYHBIX NanueHToB ¢ MI'TI3 ¢ mia3sMokJ1eTOYHBIM KJIOHOM [[78,82]]

VCd- lite [82]
o #boprezomu6** 1,3 mr/m?1, 8, 15 nuu
o #lluknopochamua** 300 mr/m? BHYTpS 1in B/B 1, 8, 15 nuu
o #Jlexcamerazon** 40 mMr BHyTpb miM B/B 1, 8, 15 nan
Jleuenue BozoOHOBIsIeTCS Ha 29 neHb  (6-8 LIUKIIOB)
VCD [82]
o #bopresomu6** 1,3 mr/m? wk , nuu 1,4, 8, 11-if qau
o #lluxnopochamun** 500 mr/m? , B/B KanensHo, 1Hu 1, 8 nHK
o #Jlexkcamerazon** 40 mr B/B WM BHYIpb B 1-M Kypce — B 1- 4-if u B 9-12 nHu, B
OCTaJIbHBIX Kypcax TOJIBKO B 1-4 1HU
W 40 mr B/B v BHYTpS B 1.8,15 nHu.
Jleuenue Bo300HOBIIETCS Ha 22-I eHb. (6-8 MUKIIOB)
o
vd [82]
o #Bopresomu6** 1,3 mr/m? n/k , auu 1, 8, 15, 21-i nuu
o #Jlexcamerazon**20 - 40 mr BHYTpb, AHH 1, 8, 15, 21-it nHUI
Jleuenune Bo30OHOBIIsIETCS Ha 29-i1 eHb. (6-8 LUKIIOB).
WIH
o #Bopresomu6** 1,3 mr/m? n/k , nuu 1,4, 8, 11-it nun
o #Jlekcamerazon** 20-40 Mr B/B KaneJIbHO WX BHYTPb 1, 4, 8, 11-if 1HU
Jleuenue Bo300HOBIsICTCS HA 22-i IeHB. (6-8 MUKIIOB)

VMP [78, 82]

e 1-4-ii KypcesI:
o #boprezomud™** 1,3 mr/m? /k , mem 1,4, 8, 11,22, 25, 29 1 32-if JHH KaXkI0T0 Kypca

o #Mendpamag** 9 mr/m 2 BHYTpb, 1HH 1—4-i
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Na6. .
a p ([AP58]):

Hcrounnk 78 — HepeneBaHTEH, T.K. HE OTPaKaeT 103
JIEKAPCTBEHHBIX IIPENapaTOB U KPATHOCTH BBEJICHHUS IS

GONBIIMHCTBA MPEICTABIEHHBIX CXEM

" no6 ([AP59]): Ucrounuxk 82 He

A P

JIOCTYIICH B MOJHOM BepcuH. TToxanyiiMTa, MpUKpennTe
KapTHHKOM ITOATBEPYKICHHE BCEX YKA3aHHBIX CXEM C J03aMH H

TPOJOKMTEIbHOCTBIO JICHEHH L.

A p ([AP60]): Ucrounuk 82 He
JIOCTYINEH B OJIHOH BepcuH. TloxkaiyiicTa, IpukpenuTe
Kap'muxoﬁ TIOJATBEPKICHUE BCEX YKa3aHHBIX CXEM C J103aMH M

TPOAODKUTENIbHOCTBIO JICYCHHSL.

o6 p ([AP61]): 78 ne comepxur

cxeMmsl, McTounuk 82 He IOCTYNEH B MOJHON BEPCHU.
TloxanyiicTa, pUKpENNTe KAPTHHKOMN MOTBEPXKICHHE BCEX

YKa3aHHBIX CXEM C 103aMH ¥ IPOJIODKUTEILHOCTBIO JICUCHHUS.




o #IIpemuusonon** 60 mr/ M 2 BHYTpb, aHH 1—4-if
IIepepbiB Mexny Kypcamu — 10 nHeit.
e 5-9-ii KypebI:
o #Bopre3omu6™* 1,3 Mr/m? n/k umu B/B, quu 1, 8, 22 1 29-i 1HM Kaxk0ro Kypca
o #Menpanan** 9 Mr/m 2 BHYTpb, THH 1—4-if
o #pemumsonon** 60 mr/ M %2 BHYTpS, qHH 1-4-if

ITepepbiB Mexy Kypcamu 14 nueii. JledueHue BkitouaeT 9 LUKIIOB TepaIny..

Dara-VMP [82]

[¢]

o  #aparymymad** 16 mr/kr B/B mmm 1800 m/k -1 pa3 B Hememo B 1-6-10 Heem (Bcero 6
1103)

-1 pa3 B 3 Henenu B 7-54-10 Henenu (Bcero 16 103)

-1 pa3 B 4 Henenu ¢ 55-i HeEMH 0 POrPeCcCHn

#BopresoMu6™** 1,3 Mr/m? m/k

-2 pa3a B Hezieno Ha 1, 2, 4 u 5-i Heensax NepBoro MEeCTHHEACIBHOTO 1uKIIa (UK 1, 8 103)
-nanee 1 pa3 B Henmemo Ha 1, 2, 4 u 5-i1 HenenAx cienyronye 8 IMECTUHEAEIbHBIX IMKIIOB
(umkisl 2-9, 4 10361 HA IIUKIT)

#Mendaman** 9 wmr/M? u npenHuzonon** 60 wr/m? sHTepambHo B mHM  1-4-f 9

LIECTHHECIBHBIX IIMKIIOB (IUKIBI 1-9)

Dara-Rd [8282]

[¢]

(@]

[¢]

#Jlapatymyma6** 16 mr/kr B/B uim 1800 Mr n/x 1 pa3 B Henemo B 1-8-10 Henenu (Bcero 8
103), -1 pa3 B 2 Henenu B 9-24-10 Henenu (Bcero 8 103), 1 pa3 B 4 Henenu ¢ 25-i Henenu.
#Jlenammmpomu** mo 25 Mr BHYTph B AHU 1-21-if moBTOpSIOMNXCS 4-HEACTbHBIX IUKIOB

#]lexcamerazon** o 20-40 mr 1 pa3 B Henelnto

OO01mas IMTENbHOCTh Tepanuu 1 roj.

Rd [8282]

o #JlenamumoMun** 5-25 mr BHYTpS, aHU 1-21-i
o #Jlexcamerazon™* 20-40 mr BHYTpS, oHH 1, 8, 15,21 nau

Jleuenue Bo30OHOBIIsIeTCst HA 29-i1 neHb. (12 IUKIIOB).

MP (7-nnesnas) [82]

o Mendamar** 8-10 mr BHYTpb, 1HH 1-7-1
o [pemauzomon** 60 Mr BHYTpb, THA 1-7-i
Jleuenne Bo300HOBIsIETCS Ha 43-i1 IEHE.

[IpoBoasT 10 mocTrxeHus a3kl IIaTo.
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Jit p ([AP62]): Ucrounuk 82 He
JIOCTYTICH B MOJIHOM BepcuH. TloxaiyicTa, IpukpenuTe

KapTUHKON MOATBEPIKICHHE BCEX YKa3aHHBIX CXEM C JI03aMU U

TPOIOKMTEIbHOCTBIO JICUEHHSL.

( A p ([AP63]): Ucrounuk 82 He

JIOCTYIIEH B IOJIHOM BepcuH. TloxkaiyiicTa, IpUKpenuTe
KapTHHKOM MOJTBEPKICHHE BCEX YKA3aHHBIX CXEM C JI03aMH H
TIPOJIOJDKATETBHOCTBIO JICUCHHSL.

OTchopMaTUPOBAHO: PYCCKUii

‘A ([AP64]): Vcrounuk 82 He

A P
JIOCTYIICH B TIOJIHO# Bepcuu. TToxkanyiimMTa, mpukpenure
KapTHHKO# MOATBEP)KICHHE BCCX YKa3aHHBIX CXEM C JI03aMH H
TPOJOIDKMTEIBHOCTBIO JICYECHHSL.

OTchopMaTUPOBAHO: PYCCKUii

" no6 ([AP65]): Vcrounuxk 82 ne

A P
JIOCTyTIEH B TIONHO# Bepcuu. [loxkanyiicTa, mpukpenure
KapTHHKOMH ITOATBEPYKACHHE BCEX YKA3aHHBIX CXEM C J03aMH H

TPOJOKMTEIbHOCTBIO JTICUEHHS.




MP (4-auesnas) [82]
o Mendaman** 9 mr/mM? BHYTpb, 1HH 1—4-if
o [pemnauzomon** 100 Mr BHYTpb, nHH 1—4-ii
JleueHne BO30OHOBIAETCS HA 4311 IEHb.

[IpoBoasT 10 mocTrkeHus (a3l nnaTo.]

Cxembl Jjedenns MI'II3 ¢ 1mm¢oniazsMouuTAPHBIM KI0HOM [78,L 80]

Ritvd [79, 80]

o #Purykcumab** 375 mr/m% B/B 11-i newb

o #boprezomu6™** 1,3 mr/m? w/x 1,4, 8, 11 guu

o #]lexcamerazon** 20 Mr BHyTph uM B/B 1,4, 8, 11 auu
Jleuenue Bo30OHOBIIsIETCS Ha 29-i1 IeHb. (8 LIUKIIOB).

RitCd [80]

o #Purykcumab** 375 Mr/m? B/B, eHb |
o #lluxnopocdamua** 100 mr/m2 BHYTpS 2 p/neHb, 1uu 1-5
o #Jlekcamerazon** 20 mr B/B, 1eHb1
Jleuenne Bo30OHOBIsIETCS Ha 22-i eHb. ( 6 IUKIIOB).
o #benmamyctua** 100 mr/m2 B/B 1-if 1 2-if 1eHb
o #]lekcamerazon** 40 Mr BHYTpb WM B/B 1 pa3 B HeJlemto
o Jleuenue Bo300HOBIAETCS HA 29-i1 1EHD.

RitBe [79, 80]

o #Purykcuma®c** 375 mr/mM2 B/B 1-ii neHb
o #beunamyctua** 60-100 mr/m2 1-if u 2-if 1HU
Jleuenue Bo300HOBIIsICTCS HA 29 JIeHb. (6 IUKIIOB).

Cxembl Jeyenuss MI'TI3 ¢ aumpouuTapHbIivM KioHoM [78, l81]]

Chl-G [81]

o #XnopamOymmwr** 0,5 Mr/kr BHyTpb, 10U 1, 15

o #OOunytyzyma6** 100 mr B/B B 1-if mens 1, 900 mr Bo 2-if geHb, 1000 mr B 1uu 8, 15

(umkn 1). B nukmax 2-6 #00unyTy3ymMad™* 1000 mr B/B kar. B 1-if neHb.

Jleuenue Bo300OHOBIIsICTCS HA 29-1 IeHD (6 UKIIOB).
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o6 p ([AP66]): Vcrounux 82 ne
JIOCTYIEH B MOJHOH Bepcu. [loxkammyiicTa, mpuKpenuTe
KapTHHKOMH IOATBEPIKICHHE BCEX YKA3aHHBIX CXEM C J103aMH H
MPOJIODKUTEIBHOCTBIO JIEUSHHUSL.

Jil p ([AP67]): Cxembl He
YIOMSIHYTHI B TE3HCaX.

o6 p ([AP68]): 78 — ne onucsiBaeT
JI03BL.

79 — He COEPIKUT CXEM JICUCHUS

80 — HE COCPIKUT YKa3aHHBIX CXEM C PEIKUMOM JO3HPOBAHHS.

o6 p ([AP69]): 79 — ne copepxur
CXEM JICHCHUs
80 — HEe COIEPIKUT YKa3aHHBIX CXEM C PEXKUMOM JO3HPOBAHMUSL.

Heob6xoaumo 106aBUTh pelleBaHTHbIE HCTOUYHHKH, ONHCHIBAIONIME
cxeMy JieueHust. Tak Kak Ipenapatbl Ha3HA4aI0TCs BHE
TIOKa3aHMii, 5TO 00A3aTEITBHO.

o6 p ([AP70]): 80 — ne conepxur
YKA3aHHBIX CXEM C PEXKHMOM JI03UPOBAHHA.

Jil p ([AP71]): 79 — ne cozepxur
CXeM JleueHHs!
80 — He COZEPIKHT YKa3aHHBIX CXEM € PEKHMOM JI03HPOBAHHS.

A p ([AP72]): Ucrounuxk 81 He
JIOCTYINEH B OJIHOM BepcuH. TloxaiyiicTa, IpuKpenuTe
KapTHHKOM MOJTBEPKICHHE BCEX YKA3aHHBIX CXEM C JI03aMH H
TIPOJOJIKUTEIbHOCTBIO JICUEHUS.

o6 p ([AP73]): Ucrounuxk 81 ne
JIOCTYIIEH B HOJIHOH BepcuH. TloxkasyiicTa, IPUKpEnuTe
KapTl’lHKOl)'l TIOATBEPIK/ICHUE BCEX YKa3aHHBIX CXEM C 103aMH M
POJIOJDKATEIbHOCTBIO JICUEHHS.




Chl - Rit[81]

o #XnopamOymun** 10 mr/m? BHYTpS, 1HH 17

o Purykeumad** 1 muxor: 375 Mr/mM? B/B KallL., JIeHb 1, nocJiexyromue ukis: 500 Mr/m?2 B/B

kart. uiau 1400 mr r/k, aeHsb 1

Jleuenune Bo300HOBIsIETCS HA 29-i1 1eHb (6 IUKIIOB)

RitBe [81]

o #benmamyctuu** 90 Mr/m? B/B Kart., aHH 1, 2
o #Purykenma®** 1 mukim: 375 mr/m? B/B Kkar. B fienb 1 (1-if uuk) , mocnenyomme
uKibl: 500 Mr/m? B/B Karr. i 1400 mr r/k, aensb 1
Jleuenue BozoOHOBIIsIETCS Ha 29-i1 IeHb (6 LUKIIOB).
N6pyTHUG ( BO3MOKHO COYETaHHE C PUTYKCHMAOOM) [181]]
o #UOpyrunu6** 420 mr/cyr (3 xarcyisl) BHyTpb 1 pa3 B IcHb, ©KEITHEBHO
o = #Putykcumad** 50 Mr/m? B/B Karl., ieHb 1 mukia 2; 375 mr/M? B/B Kall., JeHb 2 IUKIA

2: 500 mr/m? B/B xar. w1400 Mr 1/, 1eHb | IUKIOB 3—7, NeueHre BO30OHOBISIETCS HA

29-i1 eHs .
Pexnm FCR-Lite [81]

o #Purykcuma®** — 1 i 375 mr/m? B/B KaIL, 1eHs 1, nocnenyromue nukis: 500 mMr/v?

B/B Kar. uian 1400 mr i/, aeHs 1;

o #Onynapabur** — 20 mr/m? BHYTpb, 1HH 1-3;
o #lluxnopocdamua** — 150 mr/m? BHyTpb, 1HM 1-3.
Jleuenue Bo300HOBIsIETCS HA 29-11 IeHb (6 IUKIIOB).
BenerokJiakc B pe;kuMe MOHOTepanuu ﬂ81]]
o #Benerokmakc** 20 mr/cyt (#ex. 1), 50 mr/cyr (uen. 2), 100 mr/cyt (Hen. 3), 200 mr/cyT

(uen. 4), 400 mr/cyt (Hen. 5 u nasnee), 10 MPOrPECCUPOBAHUS MM PA3BUTHS

HETIEPEeHOCHUMON TOKCUYHOCTH.

[Mpuiaoxenue A3.2 CxeMbl JieuyeHHs NEPBHYHBIX mammeHToB C AL-A [85, OmmoOka!

VCTOYHHK CCHLIIKH He Hajiaen.109, llO]‘

Dara VCd [85, Ommndka! Ucrounnk cepuikn ne nainen.209, 110, 113]

o6 p ([AP74]): Vcrounuxk 81 ne
JIOCTYIEH B MOJHOH Bepcu. [loxkamyiicTa, mpuKpenuTe
KapTHHKOMH IOATBEPIKICHHE BCEX YKA3aHHBIX CXEM C J103aMU H
MPOJIODKUTEIBHOCTBIO JIEUSHHUSL.

Jil p ([AP75]): Ucrounuxk 81 He
JIOCTYIEH B HOJIHOH BepcuH. TloxaiyiicTa, IpuKpenuTe
KapTI/IHKOﬁ TIOJITBEPAKJICHUE BCEX YKa3aHHBIX CXEM C JI03aMH M
TIPOJIOJIZKUTEJIBHOCTBIO JICUCHHU .

o6 p ([AP76]): Vcrounuxk 81 ne
JIOCTYIEH B MOJTHOH Bepcu. [loxkamyiicTa, mpuKpenuTe
KapTHHKOMH ITOATBEPYKACHHE BCEX YKA3aHHBIX CXEM C J03aMH H
TPOIODKHTETBHOCTBIO JIEUSHHS.

A p ([AP77]): Ucrounuxk 81 He
JIOCTYIIEH B IOJIHOH BepcuH. TloxkaiyiicTa, IpuKpenuTe
KapTHHKOM MOJTBEPKICHHE BCEX YKA3aHHBIX CXEM C JI03aMH H
POJIOJDKATEILHOCTBIO JICUEHHS.

A p ([AP78]): Vcrounuk 81 He
JIOCTYTIEH B OJIHOH BepcuH. TloxkaiyiicTa, npuKkpenuTe
KapTHHKOﬁ TIOATBEPAKJICHUEC BCCX YKa3aHHBIX CXCM C J103aMH M
TIPOJOJKUTEIIBHOCTBIO JICUCHHUSA.

e Hememuc1mo8

o [aparymyma6** 1800 mr m/k 1 pa3 B Heaemno 1,8,15, 22 nuu
o #Boprezomu6** 1,3 mr/m? n/k 1, 8, 15,22 nun

o #luknodochamua™* 300 mr/m? 1 pa3 B Hepemo 1,8,15, 22 nuu
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o6 p ([AP79]): B tesucax aus
nedeHus mauueHToB ¢ AL-A Takke ykasaHbl cxemsl RitVd,
RitBe, BeP.

H MO 100aBHTh € HCTOY TOATBe] IOIIHMHA
PeKHM 103HPOBAHMS.




o #Jlexcamerazon** 40 mr BHyTpb UM B/B 1, 8, 15,22 nHu
Jleuenue BO30OHOBIIIETCA HA 29-ii I€Hb.

e Henem ¢ 9 mo 24
o Haparymyma0** 1800 mrn/k B/B 1 pa3 B2 Henenmu 1, 15 nuu
o #bopresomu6™* 1,3 mr/m? /k 1, 8, 15, 22 nan

o #luknodpochamua™* 300 mr/m2 1 pa3 B Henemo  1,8,15, 22 nuu
o #Jlexcamerazon** 40 mr BHyTps WM B/B 1, 8, 15, 22 nau
Jleuenue Bo300HOBIIAETCS HA 29-1 1eHD (6 LUKIIOB).

Jlanee monepKuBaronias Tepanus  IaparyMmyMadoM™* kakable 4 Helemy.
B KIMHUYECKUX HCCIICOBAHUAX apaTyMyMald MPUMEHSUICS IO MPOTPECCHU 3a00JIeBaHMs HITH B
TE4EeHHE MAKCUMYM 24-X IIUKIIOB (OKOJIO 2-X JIET) OT BBEACHUS IIEPBOM JT035I.
®  Bpemenue TepBoOil O3B IIPH PEXHUME JO3MPOBAHHS pa3 B 2 HEJETH OCYIIECTBIAETCS Ha
Heznene 9.

¢ Beenenne HepBOfI JO03bl IIPpU PEKUME NO3UPOBAHUS pa3 B 4 Henmemu OCYIIECTBJISIETCA Ha

Henene 25.
VMd [85, Omnoka! McTOYHHK CCHLIKH He Haiiien. 109, illOﬂ

e 1-2-ii KypchI:
o #boprezomud** 1,3 Mr/m? /k wim /B, nuu 1, 4, 8, 11 xuu
o #Mendaman** 0,22 Mr/kr BHYTpb, THU 1—4-i1
o #JlexcameTazon** 40 Mr BHYTpb, 1HH 1—4-i
Jleuenne Bo300HOBISIETCS HA 29-i1 IeHB.
e 3-8-ii KypcsI:
o #Bopre3omu6** 1,3 mr/m? n/k unu /B, quu 1, 8, 15,22 nau
o #Mendanan** 0,22 Mr/kr BHYTps AHU 1—4-i
o #Jlexcamerazon** 40 Mr BHYTpb, THU 1—4-it
Jleuenue Bo300HOBIsIETCS HA 36-i1 eHb. ( 8 IIUKIIOB)
NCd [85, Omuoka! McTouHNK CCHUIKH He Haiiien. 109, 110]]
o #boprezomu6™** 1,3 mr/M21, 8, 15, 22 nan

o #luxnopocdamua** 300 mr/m? BuyTps wu B/B 1, 8, 15, 22 nuu
o #Jlexkcamerazon™* 40 mr BHyTph MM B/B 1, 8, 15, 22 nHN
Jleuenue Bo3oOHOBIIsIETCS Ha 29 1eHb. (6 IUKIIOB)
WIH
e 1Kkype

o #bopresomu6™* 1 mr/m? 1/k wm B/B, nuu 1,4, 8, 11-it guu

106

Jil p ([AP80]): Ucrounuxk 85 — He
YKa3aHBbI 10361

109 - 6ermamyctis B 1-i 1 2-if aau (100 Mr/Mm 2 BHYTPHBEHHO) ©
40 Mr exxeHeeTbHOro JeKcaMeTa3oHa B 28-THEBHBIX LIUKJIAX 10
MPOrpeccHpoBaHHMst 3a00/ICBaHAS WM 0 6 LUKIIOB I0CHe
MOJIHOrO FeMAaTOJIOrHYECKOro OTBETa

110 — HeT peXXUMOB JO3UPOBAHHS

HeﬂﬁXO,ElHM.bl MCTOYHHUKH, NOATBEPKAAIOIINE PEKUMBL
no3upoBanus. Tak Kak mpenapaThl HA3HAYAIOTCS BHE MOKA3aHUH,
9T0 00s13aTeNbLHOE TpeOoBaHHE.

( o6 p ([AP81]): Vcrounuk 85 — ne

YKa3aHBbI 103b1.
109 - 6enmamyctus B 1-ii 1 2-if auu (100 Mr/m 2 BHYTPHBEHHO) ©
40 Mr eXeHECIBHOrO ICKCAMETa30Ha B 28-THCBHEIX LIMKJIAX 0
MPOrpecCUpPOBaHHs 3a00ICBaHHS HITH 10 6 LIUKIIOB TIOCTIE
TOJTHOTO FEMATOJIOrHYECKOro OTBETa

110 — HeT pesKUMOB J103UPOBAHHS

Heo6xomMbl MCTOYHHKH, MOTBEPHK IAIOIIHE PEIKUMBI
Jno3upoBanus. Tak Kak npenapaThl HA3HAYAIOTCS BHE OKA3aHUH,

9TO0 00s13aTe/IbHOE TPeOoBaHHE.




o #Uuknodochamua** 300 mr/m?, B/B KarensHo, auu 1, 8, 15 -ii quu
o #JlexkcamerazoH™** 20 Mr B/B KarejbHO WX BHYTDPG 1, 4, 8, 11-ii nou
o JleueHue BO300OHOBIsIETCA HA 22-1 IEHB.
e 2-6 Kypchl
o #boprezomud™* 1,3 mr/m 2 n/k wim B/B, nuu 1,4, 8, 11-it gau
o #luknodochamun™* 300 mr/m2, B/B , nau 1, 8, 15 -it 1M
o #Jlexkcamerazon** 40 mr B/B wiau BHYTpS 1, 4, 8, 11-ii n1au
Jleuenue Bo300HOBIIAETCS HA 22-I IeHb. (6 LIUKIIOB)

Nd [85, Ommoka! McToYHNK cCHIKH He Haiinen.109, 110]‘

o #Bopre3zomu6** 1,3 mr/m? n/k umu B/, muu 1, 4, 8, 11-it
o #]lexcamerazon** 40 mr BHYTpb, aHHM 1, 4, 8, 11-i1
Jleuenne Bo300HOBIsAETCS HA 22-1 1eHb. (6 LIUKIIOB).
WM
o #boprezomud™** 1,3 Mr/M? 1/ win B/B, mau 1, 8, 15, 21-it quu
o #Jlexcamerazon™* 40 mr BHYTpB, IHU 1, 8, 15, 21-i1 nHI

Jleuenue Bo3oOHOBIIIETCS HA 2911 N1eHb. (6 LUKIIOB).

#lapaTymymMao™* (MOHOp exKUM) [8585, Ouinbdka! McTOYHUK CCHUIKHU He naii,'u‘ll.—]:@Q,AllO-l—]:G]‘

#Jlaparymyma6** 16 mr/kr /8 1 pa3 B Henemo (8 Hemens), nanee 1 pas B 2 nemenu (8 pas),
nanee 1 pa3 B Mecs1l 10 Iporpeccuu 3a00JIeBaHUs WM B TeueHHe 24 Mec.

WK

# naparymyma6** 1800 mr n/k 1 pa3 B Henemo (8 Henens), nanee 1 pa3 B 2 Henenu (8 pas),

nanee 1 pa3 B MecsIl 0 MPOrpeccuy 3a00ICBaHuUS UM B TeUeHHE 24 Mec.

[Md [8585, Ommoka! MCTOUHMK CCHIIKH He naii]cn.%@g,ml—l—g]\

o #Mendanan** 0,22 Mr/kr BHYTpb, AHU 1—4-i
o #Jlexkcamerazon** 40 Mr BHYTpb, THU 1—4-it
Jleuenue Bo300OHOBISICTCS HA 291 IeHb. (9 LUKIIOB).

[Rd [85, Ommnoka! McTouHnK cChUIKH He Haiiaen.109, 110]]

o #Jlenamumomun** 5-15 mr BHYTpb, IHU 1-21-i
o #Jlexkcamerazon** 40 Mr BHYTpb, IHU 1, 8, 15, 22 nau

Jleuenue BozoOHOBIsIETCS Ha 291 IeHb. (12 TUKIIOB).
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Jil p ([AP82]): Ucrounuk 85 — He
YKa3aHBbI JIO3bI.

109 - Genmamycrns B 1-if 1 2-# jam (100 Mr/m 2 BHYTPHBEHHO) C
40 Mr eKeHe/IeNIbHOro IeKCaMeTa3oHa B 28-/THEBHBIX LUKJIAX JI0
MPOrpecCHpPOBaHHs 3a00ICBAHHS HIIH 0 6 LIUKIIOB T10CTIC
TOJIHOT'O reMaTOJIOrHYCCKOro OTBETa

110 — HeT peKUMOB 103UPOBAHHS

Heo6x0uMbI HCTOUHHKH, TIOATBEPIK JAIOIHE PEKHMBI
nosupoBanus. Tak kak mpenapaThl HA3HAYAIOTCS BHE MOKA3aHUH,
9TO0 00s13aTe/IbHOE TPeOoBaHHE.

A p ([AP83]): Ucrounuk 85 — He
yKa3aHBbI JI03bI.

109 - Genmamycrns B 1-if 1 2-# uu (100 Mr/m 2 BHYTPHBEHHO) C
40 Mr eKeHeIeNIbHOro IEKCaMeTa30Ha B 28-/IHEBHBIX LUKJIAX JI0
MPOrpeCcCHPOBAHHs 3a60ICBAHHS HITH 10 6 IIUKIIOB ITOCIIE
TIOJIHOrO FeMaTOJIOTHYECKOr0 OTBETA

110 — HeT peXMMOB JI03UPOBAHMUS

Heo0x0MMBI HCTOYHHKH, TOTBEPYKIAIONIHE PEIKUMBI
no3upoBanus. Tak Kak mpenapaTsl HA3HAYAIOTCS BHE IIOKA3aHUH,

9TO0 00513aTe/IbHOE TPeOOBaHHE.

Bosmoxnblii ncrounuk — 114,

OTchOpMaTUPOBAHO: PYCCKMiIA

OTcdhopMaTUPOBAHO: PYCCKUii

o6 p ([AP84]): Ucrounuk 85 — ne
YKa3aHbl 103b1.

109 - 6enmamyctus B 1-if u 2-i quu (100 Mr/m 2 BHYTPHBEHHO) ©
40 Mr eKeHE/IeNIbHOro IEKCaMeTa30Ha B 28-/IHEeBHBIX UKJIAX JI0
NPOrpeccHpOBaHHUs 3a00/eBaHUS HIIH JI0 6 IMKJIOB 1OCIe
TOJIHOT'0 FeMaTOJIOrHYECKOro OTBETa

110 — HeT peXMMOB I03UPOBAHMUS

Heo6Xx0MMbl HCTOYHHKH, TTOTBEPXKIAIOIIHE PEIKUMBI
nosupoeanms. Tak Kak mperapaTsl HA3HAYAKOTCS BHE [IOKA3aHHUIA,
9T0 00s13aTeIbHOE TPeOOBaHHE.

OTchopMaTUPOBAHO: PYCCKUii

OTchOpMaTUPOBAHO: PYCCKUi

o6 p ([AP85]): Ucrounuxk 85 — ne
YKa3aHBI JI03bI.

109 - 6ennamyctun B 1-i i 2-i auu (100 Mr/m 2 BHYTPHBEHHO) C
40 Mr eXeHEeIBHOr0 AeKCaMeTa3oHa B 28-IHEBHBIX IUKIIAX 110
MPOrpecCUPOBAHHs 3a00/ICBAHHS HIIH 10 6 LIUKIIOB I10CTIE
MOJIHOT0 F€MATOJIOTHYECKOro OTBETA

110 — HeT pesKUMOB 103UPOBAHHS

Heo06x011MbI HCTOUHUKH, TIOJITBEPKAAOIIHE PEKUMBL
JI03UPOBaHUS. Taxk kak Tpenaparel Ha3Ha4YaKTCsA BHE TIOKa3aHMH,
9TO 00s13aTeIbHOE TpeGOBaHVle.




! craproBas 103a JIEHAIHIOMUIA 5 MT.

RCd ﬂ85, Omnoka! UcToYHNK CCHIIKM He Halaen.109, 56, 117, 118]‘

o #Jlenamumomun**15- 15 mr BHYTpPb, IHU 1-21-i
o #luxnopochamun** 100 mr BHYyTpS B AHu 1-10
o #Jlexcamerazon** 20 Mr B/B WiM BHYTPb B 1HH 1—4
Jleuenue Bo300HOBIIIETCS Ha 29-it neHb. (12 HUKIIOB) .
! craprosas no3a neHamumoMuaa 5 Mr

Cxembl Jeuenust IgM AL- amuiiongosa [128 - 131]

RitVd [129]
o #Purykcuma®** 375 mr/m? B/B 11-i1 nens
o #Bopresomu6™* 1,3 mr/m? w/x 1,4, 8, 11 nuu
o #Jlexcamerazon** 20 mr BHyTph MM B/B 1,4, 8, 11 nnu
Jleuenne Bo3oOHOBIsIETCS Ha 29-i1 eHb. (8 UKIIOB).
BeP [130]
o #benpamyctur** 60-100 mr/m? 1-i u 2-i qHA
o #llpeauuzonon** 100 mr 1-4 nau
Jleuenune Bo306HOBIsIETCS HA 29 1eHb. (6 IHUKIIOB).
RitBe [128, 131]
o #Purykcumab** 375 mr/m2 B/B 1-ii neHb
o #benmamyctua** 90mr/mM2 1-i u 2-i nHU

Jleyenue Bo300HOBISICTCS HA 29 NIeHB. (6 LUKIIOB).

Ipuaoxenne A3.3 Cxembl Jdeuenusi namuentoB ¢ POEMS cunnpomom [132- 140142]

PlapaTyMyMaﬁ B MOHOpexKUMe ﬂl37[]‘

o #Jlaparymyma6** 16 mr/kr B/B 1 pa3 B Henmemo, 1, 8, 15,22 nau 1-2 qukibl, nanee
1 pa3 B2 Henenu 1, 15 nHu 3-6 uuKibL.
W
o #Jlaparymyma6** 1800 mr /x 1 pa3 B Hexemo, 1, 8, 15,22 mau 1-2 nukisl, nanee
1800 mr/x 1 pa3 B2 memenu 1, 15 auu 3-6 nuKIibL.
Jlanee moanepKuBArOIIas TEPAIUs
VCd 134]

#naparymymabom** xaxsle 4 Henemu 1o 12-18 mec.
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Jit p ([AP86]): 85 — He ykazambl
JIO3BI.

109 - 6engamyctuH B 1-if 1 2-i auu (100 Mr/m 2 BHYTPHBEHHO) C
40 Mr eKeHECIBHOr0 ICKCAaMETa30Ha B 28-THCBHEIX LUKIIAX 10
MPOrpecCHpPOBaHHs 3a00ICBaHHS HIIH 0 6 LIUKIIOB T10CTIC
TIOJIHOTO F€MATOJIOrH4YECKOro OTBETA

56 -0

117 — npyroit pexuM I03UPOBAHNSA: JICHATHIOMI B 103¢ 15 Mr
nepopaibHo (PO) ¢ 1 1m0 21 nens; nuknodochamux 300

Mr/m 2 iepopanbo B 1, 8 1 15 nenb; u aexcamerason 40 Mr
nepopainbHo B 1, 8, 15 1 22 jennb

118 — He COOTBETCTBYET PEXKHM JIO3MPOBAHHUS H CIIOCO0 BBEACHHS
muknodochamua, IeKCaMeTa30H TOIBKO BHYTPb:

6 cycles of lenalidomide at 15 mg orally (po) on days 1-21,
dexamethasone at 20 mg po on days 1-4 and 9-12 and
cyclophosphamide at 300 mg/m2 intravenously (iv) on days 1 and
8 every 28 d, followed by 6 additional cycles of lenalidomide po
at the same dose, dexamethasone at 20 mg po on days 1-4 and
cyclophosphamide 300 mg/m2 iv on day 1.

o6 p ([AP87]): B tesucax npo
neyenue manuenToB ¢ POEMS cHHAPOMOM TakiKe €CTh PeKHM
Pd.

Heob6xo1mMmo 106aBUTh €ro ¢ peieBaHTHBIMM HCTOYHUKAMH.

o6 p ([PUr88]): apyrux cxem
BBEJICHHsI JapaTymyMaba He cymecTByeT. Tak yKka3aHo B
MHCTPYKIMH.

o6 p ([AP89R88]): [lapatymyma6
Ha3HAYaeTCs BHE MOKA3AHHH, TOITOMY HEBO3MOKHO YUHTBIBATE
PEIKHMBI I03UPOBAHUS M3 HHCTPYKLMH 10 IIPHMEHEHHIO.

|

Ro6 p ([AP90]): Uctounuk
HEpeJICBaHTeH
A P ([AP91R90]): B ucrounnke

HET MOATBEPIKICHNUS IPHMEHEHH I JapaTyMyMa0a B MOHOPEXKHME.

Heob6xommMo 100aBHTh PeNIeBAHTHBII HCTOUHHK.

A p ([PUr92]): 133- bortezomib
1.3 mg/m? per week as subcutaneous, in combination with oral
dexamethasone 40 mg on the same day, 4 dosages per cycle, of a
35-day cycle

Jil p ([AP93R92]): Cnacuto 3a
LHUTHPOBAHUE HMCTOYHHKA!

st iukia Vd npoBepbTe IHTENLHOCTh HHKIA. B
NpHBeEIeHHOM BaMH OTPbIBKe 35 /ueii.

A p ([AP94]): He coorsetcTByeT
€roco6 BBeIeHHs /UIsl 60pTe30MUOa U Mpe/IHM30710Ha (B
HCTOYHHKE B/B)




o #boprezomuo** 1 mr/m? wk 1,4, 8, 11 nau
o #luknodochamun** 200 mr B/B 1 -4 nHU
o #Jlekcamerazon** 20 mr BHyTps 1-4 muU, 8-11 mHM
Jleuenue BozoOHOBIIsIeTCS HA 29 feHb  (6-8 LUKIIOB)
Vd [133]
o #bopresomu6** 1,3 mr/mM? n/x muu 1,8, 15, 21 nan
o #Jlekcamerazon** 40 mr BHYTpb, nHH 1, 8, 15, 21-it qaK
Jleuenue Bo3oOHOBIsIETCS HA 29-i eHb. (9 LIUKIIOB).
Md [135]
o #Mendaman** 10 mr/mr 2 BHyTpb, 1HU 1-4-ii
o #Jlexcamerazon** 40 Mr BHYTpb, JHU 1—4-it
Jleuenue Bo300OHOBISsIETCS HA 29-1 IeHb. (9 IIUKIIOB).

Rd [135]

o #Jlemampomun** 10-25 mr BHYTpb, 1HH 1-21-i
o #Jlexkcamerazon** 40 mr BHYTpB, IHU 1, 8, 15,21 nau
Jleuenue Bo3oOHOBIsIETCS HA 29-i1 ieHb. (12 LUKIIOB).

Jlo3a nenaympomuaa omnpenensercs B 3aBucuMocTi ot CKO.

Hpuno:xenue A3 4 Cxembl JeueHus peumauBoB AL-A [85, Ommbxa! Mcrounuk cepuikn

He HaliieHn.109, 110]‘ o6 p ([AP95]): B paszencc Tesncamu
YKa3aHO 3HAYHTETbHO GOMbIIE CXEM JIEYESHNS H B TE3HCaX eCTh

OTCBUIKH HA 3TOT pas3fci. A 31eCh CXEMbI JICUCHHUS HE BHECCHBI.

IxaD [85, Owinbra! McTouHMK kK He HaliaeH.109, 110]

o #Uxcazomu6** 4 mr BHyTpS 1, 8, 15 nHUN
o #Jlexcamerazon™* 20 mr BHYTph Wi B/B 1, 8, 15, 22 nHUN

Jleuenue BO30OHOBIIIETCS Ha 29-ii JIeHb.

[PomD [85, OwmnbKa! UCTOYHUK CCbIKK He HanaeH.109, 110]‘ it p ([AP96]): B ncrounnkax me

OIMHCAHbI PEKUMBI JO3UPOBAHUSL.

o #llomamumoMun** 2 Mr BHYTpb, THU 1-21-i
o #]lexcamerazon** 40 mr BHYTpb, 1HH 1, 8, 15, 22-ii
Jleyenue BO300HOBIIIETCA HA 29-1i 1€Hb.

BeD  [85, 109, 110]
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o #bennamyctun** 100 mr/M? B/B 1-ii U 2-ii neHb
o #]lekcamerazoHn** 40 M BHYTpb WIIH tB/B ]1 pas3 B HEIEIo

o Jleuenue Bo30OHOBIIIETCA Ha 29-if ieHb. (6 UKIOB)

Hpunoxenue A3.5 PexoMeHIAIMK 110 KOPPEKIUH _JI03bl _#aeHaamioMuaa** B

3aBHCHUMOCTH OT KJIHPEHCA KPCATUHUHA

HMCTOYHHKE

([AP97]): Her B/B BBesIcHNS B

Knupenc kpearununa (KK), mu/mun Jo3a #1enanugomuga™*

>50 25 mr 1 pa3 B 1ieHb

30 <KK <50 10 mr 1 pa3 B neHb

KK <30 15 Mr yepe3 eHb

KK <15 (Tpebyercs remonnanms) 5 mr 1 pa3 B 1eHb (B AHU TeMOAMAJIN3a TIOCIIEe
MPOLEyPbl TEMOINAIH3A)

Hpusoxenue A3.6 ConpoBoauTeNbHasi _Tepanusi NPU _BBEIEHHH MOHOKJIOHAJbHBIX

anruren (#1aparymymaga**) [ ]

Haubonee dacteiMu moOGovyHbIMH S(p(deKkTaMu Tepanuu #maparymymaOoM** ObLIH:
nH(Y3HOHHBIE peaKkuny, OUTONEHNH, MHpeKInoHHble ocnoxHeHus (Herpes zoster). [ums
HNPeAYNPeXICHNUsT Pa3BUTUS WH(Y3HOHHBIX PEAKLMi HEMOCPEACTBEHHO MEpeji BBEICHHEM
MOHOKJIOHAJBHBIX aHTUTE PEKOMEH/I0BAaHO IIPOBEACHNE MIPEMEANKAINH .

Jns cHmwkeHuss pucka HWHQY3HOHHBIX peakUUi Ipu JedeHuH #Huaparymymabom™*
HanueHTaM Heo0XOAMMO Ha3HAYMTh IMPEMEIUKALUIO C HCIONB30BAHMEM AHTHIMCTAMUHHBIX,
JKapOIOHIKAIOIIMX  JIGKAPCTBEHHBIE CPEACTBA M KOPTHKOCTEpOWIOB. Ilpu  pasBuTHH
WH(Y3HOHHBIX PEaKIHil JO00H CTeNeHH TSHKECTH BBeIeHUE #oaparymymada** HeoOXOomuMo
[PUOCTAaHOBUTh W MPH HEOOXOAMMOCTH HayaTh COOTBETCTBYIOLIEE MEANKAMEHTO3HOE H
Mo IepKUBalolIiee JIeueHue. IlalenTam, y KOTOPBIX pa3BHUINCh MH(Y3HOHHBIE peakiun 1, 2
W 3-§ CTENeHH, CleyeT CHHU3UTh CKOPOCTh BBEACHUS HpH Bo30OHOBIeHHM nHGY3uu. [pu
pa3BUTHM aHA(QMIAKTHYECKOH peaknuH WM JKU3Heyrpoxaromeil nHQy3noHHOH peakunu 4-it
CTCTIEHU HEOOXOAMMO OKOHYATEeIbHO MPEKPaTUTh BBelIeHHE #uapaTymymaba** W okas3arhb
HEOOXOMMMYIO OSKCTPEHHYIO TOMOIb. /I CHIDKEHHS pHCKa pPa3BUTHS OTCPOYCHHBIX
MH()Y3MOHHBIX PEaKIMil ClieayeT Ha3HAUYUTh MepopatbHble KOPTHKOCTEPOU/IBI BCEM TTallHeHTaM,
nonydaroumM UHQy3u0 #oaparymymaba**. Kpome Toro, mamueHtaM ¢ XpOHHUYECKOU
00CTPYKTUBHOM OOJIC3HBIO JITKUX B aHAMHE3€ JJISl TEPAIIMH JIETOYHBIX OCIIOKHEHHMH B CITydae uxX

Ppa3BUTHUSA CICAYET AOIIOJHUTEIBHO PEIINTh BOIIPOC O NPUMEHECHUHN AOIOJIHUTEIIBHBIX JIC mmocie
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nHQy3un  (HampuMmep, HHraIIIHUOHHbIE KOPOTKOAEHCTBYIOIIUE U

JUTHTEIEHOACHCTBYIOIIE OPOHXOIMIATATOPHI) [MHCTPYKLHS K ITpenapary].

KOPTHKOCTEPOHIBL,

e Cnocod npuMeHeHHs U 103b1
#JlapaTrymyma0** BBOIUTCS BHYTPHBEHHO B BUJE NPOJOHTMPOBAHHON HH(Y3UH B 103€
16 mr/kr, B MOHOpEXHME BBeIcHHE ocymecTBisercs B 1,8,15,22 nuu 28 nHEBHOrO Kypca -
nepBble 2 Kypca, 3ateM B 1 u 15 nuu 28 nueBHOro xypca - ¢ 3 mo 6 kypc, 3arem B 1 nens 28
JHEBHOTO Kypca — HadHHas ¢ 7 Kypca 0 IPOrPecCHH.
Pexomennmyemslii pexkuM BBeeHUs #1apaTryMymaba** mpencrasiieH B TabHIe .
Cxema cTaHJapTHOH NpeMeanKaluy BKI0YaeT B ceds BBeaeHue 3a 1 yac £ 15mMuH 1o
HHQY3UN CIEAYIOINX MPenaparoB: #MmeTuianpenHu3onoH** 100 Mr (uiam SKBHBAJCHT) B/B
s 2 mepBbix uHQY3WE m 60 Mr Ui TOCHEAYIOMUX WHQY3HH,

650-1000mr,

arieTaMuHO(peH

(#napaneramon**) #audenruapamue®*  (gumenpon)  25-50mr  (wnm

9KBUBAJICHTHBIH aHTUTUCTAMUHHBIN mpemnapaT). B mocienyromume nBa aHs mocie MHGY3UH

#naparymymaba**  ocymiecTBIsieTcs — IpHEM — #METWIIpegHH3oidoHa**  20Mr  (wim

SKBUBAJICHT).
IIpy BO3HUKHOBEHHUH WH(QY3HOHHBIX PpEAKIUH: 3aJI0)KEHHOCTh HOCA, Kallelb,
AIJICPTHYECKUIl PUHUT, 03HOO, IEpIICHHE B ToOpie, OABIINIKA, TOIIHOTa - JIO0OW CTEeneHH

TAXKECTHU, CIACAYET HEMEAJICHHO MPEKPATUTh BBEACHUE U YCTPAHUTHL BO3HHUKIIWE CUMITOMBI

myTeM BBEICHHS [IIIOKOKOPTHKOCTEPOUIOB, KHCIIOpO/a, OpPOHXOIUIIATaTOPOB,
AQHTUTUCTAMUHHBIX IIPETIapaToB.
CxopocTh BBeeHUs #aapaTymymaoa™*™*
Havanbras
O6bem VBenuueHue Makec. Bpems
CKOPOCTh
pacTBopUTeIs . JI03BI CKOPOCTh | BBEIICHUS
(mepBBIit yac)
IepBoe 50 mi/gac 200
1000 min 50 min/gac 74
BBEJECHHE KaK 11 yac mi1/4ac
Bropoe 50 mn/gac 200
500 mn 50 mi/gac 4 4 30 MmuH
BBEIICHUE K&K IbIii dac Mi1/9ac
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Hauanbnas

O6bem VBenuueHue Makc. Bpewms
CKOPOCTB
pactBopUTEIIs JI03BI CKOPOCTh | BBEICHUS
(mepBBIit yac)
ITepBoe 50 m/gac 200
1000 M 50 mi1/9ac 74
BBEJECHUE KaK IbIH yac mi1/4ac
Bropoe 50 mi1/gac 200
500 mn 50 mi1/gac 4 4 30 MmuH
BBEJIICHUE KoK JIbIii gac MI1/9ac
ITocnenyromnue 50 mu1/yac 200
500 mn 100 mu/gyac 3 4 20 MuH
BBEIICHUS K&K IbIi Jac Mi1/9ac
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Ipunoxenue b. Anropurmsl aeiicTBuii Bpaya

Auaroputm auarsoctuxku MI'TI3

Kiaunnveckune npuznaku MI'TI3
NpOTeHHYpUs
He(poTHYECKHIT CHHAPOM
IoYe4Has HeI0CTATOYHOCTh

apTepHaJIbHasA THNEPTEeH3UsA

ITaronoro-aHaToOMH4ecKoe HCCiIel0BaHue OUOIICMHHOrO (OIepaliOHHOr0) MaTepuaa oYKy ¢ IpUMEHEHHEM
UMMYHOTHCTOXHMHYECKHX METOI0B

OmnpeneneHue COOTHOLIEHH OeNKOBbIX (pakiuii MeToaOM 3JIeKTpodopesa, UCClleJOBaHUE MOHOKIOHATIBHOCTH
HUMMYHOTJIOOYJIMHOB B KPOBH METO/I0M HMMYHO(DHKCALIMH, OITPE/ICICHIE COepKaHHEe CBOOOJHOI JIETKOH Lienu
Karma 1 J1iM0/J1a B KPOBH, HCCIIEIOBAHNE MOHOKJIOHAJIBHOCTH HMMYHOTTIOOYJIMHOB B MOY€ METOJIOM
UMMyHO(HUKcaIyH, 31eKTpodopes, UMMYHO(DUKCALHS CHIBOPOTKH U MOYH

MITI3 ectb

MITI3 ner

IIUTOJIOTUYECKOE UCCIIEJOBAHEe Ma3Ka KOCTHOTO MO3ra
(MuenorpaMma) Mosra

JIeueHue 3a00JIeBaHus TTOYEK
MaToJI0r0-aHATOMHYECKO€e UCC/Ie0OBAHUE OHONICHITHOTO

(onepaunonﬂoro) MaTepuaJia KOCTHOro Mo3ra, npu
He00X0MMOCTH NMaTOJ0r0-aHATOMHY EeCKOoe HCCIe0BaHue
OMONCUITHOT O (onepalmonHoro) MaTepuaia KOCTHOro Mmo3sra ¢
NPUMEHCHHEM HMMYHOTMCTOXUMHUYECCKHX METO10B.

i >

Knunnueckue npusHaxku AL-A

Cepaeunasi HeIOCTATOYHOCTh ¢ CHMMeETPHYHOI runeprpodueii MHOKApPAa H PECTPHKTUBHBIM THIIOM PeMO/IeJIMPOBAHNS , 0Yaru
cy0InUKapINATLHON, HHTPAMYPAIbHOI H TPAHCMYPAIbHOI 3a/1ePKKH HAKOIJICHHSI Ta10JIMHAS (€3 COOTBETCTBHS ¢ MOPAKeHHEM
KOpoHapHoro dacceiina npu MPT

HeMadeTHYecKasi MOJIMHeponaTHsi, ABTOHOMHAsI MOJIMHeiiponaTust

JABYCTOPOHHHUII CHHAPOM KApHAILHOI0 KaHajIa

relnaToMerajinsi HesiCHOro reHesa

He(poTHYECKHIT CHHAPOM

MOHOK/JIOHAJIbHASI FAMMAIHs/TJIeloIast MuesioMa ¢ HapymeHueM oTHomenust CJIL u noBeimenasiM NT-proBNP uin ans0ymunypueii




e OmpezeneHne COOTHOLICHHS OEIKOBBIX (DPaKIUii METOIOM 3JIeKTpodopesa, HCCIeJ0BaHHE MOHOKIOHAIBHOCTH HMMYHOIIOOYINHOB B KPOBH
METOZI0M UMMYHO(HUKCAIIUH, OIPeeICHUE COJepKaHne CBOOOTHOM JIErKOM IIeNH Karma i JsiMO/1a B KPOBH, UCCIICIOBaHHE MOHOKIOHAIbHOCTH
HMMMYHOTJIOOYJIMHOB B MOY€ METOJIOM MMMYHO(DHKCALHH, 3IeKTPOodhope3, MMMYHO(DHKCAIHS CBIBOPOTKH U MOYHU

e  OIpejeNeHHe KoIuuecTBa Oelka B CyTOYHOH Moye

e  jccle0BaHUe YPOBHs TporoHUHOB |, T B KpoBU U uuccienoBanue ypoHs: N-TepMHUHAIBHOTO parMeHTa HATPHHYPETHIECKOrO MPOIeHTHIA
mosrosoro (NT-proBNP B kposu

e xoKapauorpadus

e  [IpU MOPa)KCHHH Cep/lla MArHUTHO-PE30HAHCHAS TOMOrpadus cep/ia ¢ KOHTPACTUPOBAHUEM

. MaTOJIOr0-aHaTOMHYECKOE NCCIIeIOBaHIEe OMONICHITHOTO (OIepalMoOHHOr0) MaTepyaa KON ¢ MPUMEHEHHEM HMMYHOTHCTOXHMHYECKUX METOJIOB,

MaTOJIOr0-aHATOMHUYECKOE UCCIIeIOBAHIE OMOIICHITHOTO (OMEpalMOHHOr0) MaTeprajia KOCTHOrO MO3ra, MaToIOr0-aHaTOMHYIECKOE HCCIIeI0BaHUE

OHOICHITHOrO (OIEepPalMOHHOr0) MaTepraa TKaHeH CITIOHHOW JKeJe3bl (MaJIoi), MaToNIoro-aHaTOMUYECKOE MCCleIoBaHue OMONCHIHOTO

(onepanmoHHOr0) Marepuaia 12-nepcTHOM WM NPSMON KUILIKH.

~

aMuIIouaa HET

aMmulIona €CThb

l

THIIMPOBAHUE aMHJIOnaa OHOTICHSI TTOpa’K€HHOI'0 OpraHa

l

AL- amnnongo3s

aMUIIoOu] €CThb aMuionga HET

LMTOJIOTHYECKOE HCCIIeJOBaHEe Ma3Ka KOCTHOTO MO3ra (MHeJIorpaMMa) Mo3ra
IIaTOJIOr0-aHATOMHUYECCKOC HUCCIICJOBAHNUEC OHOIICHITHOT O (OHCPHHHOHHOFO) Marepuaja KOCTHOro Mo3ra, Ipu HCOﬁXOHHMOCTH 1aToJIOTO-
aHAaTOMHYCCKOC UCCJICIOBAHUC OHOIICHITHOTO (OHGPaHI/IOHHOFO) MaTepurajla KOCTHOrO Mo3ra ¢ IIpUMEHEHHEM HMMYHOT'HCTOXUMHYECKUX
METOO0B.

umore#l—lemqecxoe nccnenoanue [TK st onpenenenns tpanciokanuy t(11;14) B OuorncuitHoM MaTepraie METoIoM (II00PeCICHTHOH
rurpuausanu in situ (FISH).

HHU3KOA030Basi KOMIIBIOTEpHAas TOMOFpaCI)Hﬂ KOCTEH cKejeTa

HMMyHOCpCHOTHHH‘ICCKOC HCCJIICAOBAHHUEC IJIA3MATHYCCKUX KIETOK KOCTHOTIO MO3ra METOJI0M HpOTO‘{HOﬁ HHTOq)HyOpI/IMCTpI/IH
HUCCJICIARAHU S VNORHI TNOMOHUHOR I T R KNORU U UUCCTHETORAHUAES VNORHCT N—TP“Y\AH“H OEHOATO {hrmrmpu’ra ua’rnuﬁvnp’ruupr‘vnrn
porg Knunnyeckue npusHaku POEMS cunapoma

Yrou e mnepudepuyeckas noTHHeiponaTus

® nepudepuyecKHe 0TEKH /aCIUT/THAPOTOPaKCe

o jumdageHonaTus

I



\

e onpenenenne VEGF

e OmnpezeneHne COOTHOLICHHs OSJIKOBBIX (hpaKLMii METOOM 1eKTpodopesa, HCCiIeJ0BaHHE MOHOKIOHAIBHOCTH HMMYHOTTIOOYIMHOB B KPOBH METO/I0 M
NMMYHO(DHKCALNH, Olpe/ielieHHe CoJepyKaHne CBOOOHOM JIETKOM ey Karma i JisiMG1a B KPOBH, HCCIIEJOBaHHE MOHOKIIOHAJIBHOCTH
MMMYHOTJIOOYJTHHOB B MOY€ METOIOM HMMYHO(DHKCAIINH, YIeKTPodope3, UMMYHO(DHKCALHS CBIBOPOTKU M MOYU

®  [1aTOJIOr0-aHATOMUYECKOE HCCIIe/[0BaHIe OHOICHITHOrO (OIepaliMOHHOr0) MaTepHalia JIMM(aTHIecKoro ysia

. auskomo3oBast KT kocteit ckenera

POEMS cunmpoMm ectb POEMS cunznpoma Het

IIUTOJIOTMYECKOE HCCIIe/[OBaHe Ma3ka KOCTHOTO MO3ra (MHeJIorpaMMa) Mo3ra

T1aTOJIOr 0-aHATOMHYECKOE HCCIIeI0BaHIe OHOICHITHOTO (OIepalliOHHOr0) MaTepraia KOCTHOrO MO3ra.
OCMOTP Bpaya-oMTabMosora

KOHCYIBTALUs BPata-3HIOKPUHOIOra

9xoKapauorpadus

| 0011l (KIMHAYECKUiT) aHAJIN3 KPOBU

KoaryJjorpaMma

| o0uMit (KIMHUYECKITI) aHAIM3 MOYH

OIPENCIICHUE COACPKAaHUA B CBIBOPOTKH BUTaMHHA B

Auaroputm jgedyenuss MI'TI3

Brnepsbie tnarnocrupoBannast MI'TI3

PN

IJIa3Ma3MOKJIeTOY
-Hbli KJIOH




JMMponIa3Monu-

JMMOIMTAPHBIH
TapHBIH KJI0H —
DaraVMP, VCd, VD, VMP, . .
RitVd, RitCd, RitBe Chl-G, Chl-Rit, RitBe
Rd, DaraRd, MP, ayroTT'CK uGpyTnnns, FCR-ite,
BEHETOKJIAKC

h < . 4 . 4

Hocturnyra remarosiorudeckas INP niau OxUP

e

HalJo1eHne aJbTePHATUBHBIE CXeMbl Tepanuu
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Adaroputm Jedenusi AL-A

Bnepsble nuarsocrupoBannbiii AL-A

e

TTanuenT moaIeKHT
BAXT ¢ ayro-TI'CK

IManueHT e
noaJexur BAXT ¢
avro-TICK

|

Dara VCD, VCd Dara VCD, VD, VMd, VCd, Md,
Rd, RCd, Dara(momno)

#Meadanan** 140-200 mr/m?

T A 4

Jocturnyra IIP nau Ox4P

= N =

Haﬁﬂlﬂ}leﬂl/le AJIbTCPHATUBHBIC CX€MbI TEePANIUU

IIporpeccus.

Jleuenne pedpakrepHo/pennauBupyomero AL-A
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AuaroputM jedenuss POEMS cungpoma

BniepBrie nnarnoctupoBannslii POEMS cunapom

KnonajabHble mi1a3MaTHYecKHe KJIETKH B TpenaHoﬁnonTaTe KOCTHOI'o Mo3ra

v

HET

\ 4

OoJIblIIe 2-X 0YaroB

MOPAKEHUA B KOCTHAX

HET

aa

JlydyeBasi Tepanus Ha
MOpasKeHHbIe YYaCTKH

\

Ja

\4

CUCTEMHasl Tepanus

oneHka 3ppexTHBHOCTH KaxKaAbIe 3-6 Mec.
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Ipunoxenue B. Undpopmanus 115 NaueHTOB

IMpuuunoii pazsutus MITI3, AL-A, POEMS cunapoma SBISIOTCS OIyXOJEBbIE
KJIETKH B KOCTHOM MO3T€, KOTOpbIC BBIPAaOaTHIBAIOT MOHOKJIOHAJIBHBIM O€JIOK WIIM IIUTOKUHBI,
MOBpEXJaone BHYTpeHHHE oprabl.  CoBpeMEHHbIE HHHOBAIMOHHBIE JIEKAPCTBEHHBIC
npenapaTsl ¥ TPAHCIUIAHTAIIMOHHBIE METOJUKN MO3BOJIIOT JOCTHTHYTH CTONKOH PEMHCCHH U B
OOJIBIIMHCTBE CIy4aeB OCTAHOBUTH 3a00JI€BaHUE.

Pemuccust — 3TO COCTOSTHUE, TIPU KOTOPOM MUHUMH3HPOBAHO YHCIO OITyXOJEBBIX KIETOK
u BbIpabaTeiBaeMoro umu Oenka. CoBpeMeHHBIE J€4eOHBIE MEpPONPHSATHS, BKIIOYAIOIIHIE
npenapaTbl OMOJIOTMYECKOr0 MeXaHH3Ma JISWCTBHS, TPAJULMOHHBIE XMMHOTEPAIleBTHYECKUE
IperapaTbl MOTYT 00ECIICUNBATh ATUTEIBHBINH KOHTPOJIb 32 OIYXOJIEBBIM IPOLIECCOM, COXPaHSA
KauecTBO )KU3HU MAI[IEHTOB.

Jleuenne 3aHMMaeT JUIHTENbHOE BpeMs. IlepBHdHAs Tepamnusi B OOJBIIMHCTBE CIydacB
HAUMHACTCS B CTALMOHAPHBIX YCIOBUSX. IIpu Xxopolueil nepeHOCMMOCTH JICUEHHUs, OTCYTCTBUU
TSDKETIBIX OCJIOKHEHHH MPOAODKEHNE JTeUSHHUs] BO3MOXKHO B YCIIOBHSX JHEBHOTO CTAI[MOHApA U
JlaXke JOMAIIHUX YCIOBHSX.

OJHAaKO XOpOIIO HM3BECTHO, YTO JIEKAPCTBEHHBIE IIpemapaTbl 00JIaJal0T MOOOYHBIMU
s¢dexramu. B cBA3M ¢ 3THM ManMEHTHl JODKHBEI Cpa3dy cooOIIaTh JedameMy Bpady 000 Bcex

HCXKCIIaTCIIbHBIX ABJICHUAX, BOSHUKAIOIIHUX HA (1)0He JICYUCHUA.
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Hpunoxenue I'l-I'N. IHIkaJbl OHeHKH, BONPOCHUKH U IPYrHe OlleHOYHbIe
HHCTPYMEHTHI COCTOSIHMS NalleHTa, NPUBe/leHHbIe B KIIMHUYEeCKHX

PEeKOMEHIALUAX

Hpunoxenue I'1.1. [lIkana oueHky o6uiero cocrosinus nanuenta ECOG

Knuanyeckas orneHka obmero coctosHus mnanueHta ¢ MITI3 mpoBoamTces mo mkane,
paspaboranHoif BocrouHoil oObenuHeHHO# onkonormueckoi rpymmoii (Eastern Cooperative

Oncology Group) [ ]
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 [ ]..

Tum: mKkana oneHKn
Ha3znauenune: kmHAYeCKas OIeHKa 06I.LI€I‘O COCTOSHHA ITAITUCHTA

ConeprkaHue U HHTEPIPETAINs:

Craryc (6ajab1) | Onucanue o61Iero COCTOSTHUSA MALUEHTA

0 [TanpeHT MOIHOCTLEI0 aKTHBEH, CIIOCOOEH BBITONHATE BCE, KaK U 10
3a0071€BaHUs
1 HaHHCHT HCCHOCOGCH BBITIOJIHATH Tﬂ)KCJ'Iy'[O, HO MOXKCET BBIIIOJIHATH nerKy}o

W CUAIYI0 paboTy (HampuMep, JIETKYIO JJOMAIIHIOI HIIN KaHIEISIPCKYIO

paboty)

2 [ManueHT neunTcs aMOyaIaTOpHO, CIOCOOCH K CaMOOOCTY)KMBaHUIO, HO HE
MOXKET BRIIOJHATH padoty. bonee 50% BpemMeHH IPOBOINT aKTHBHO — B

BEPTUKAJIbHOM IMOJIOKECHUH.

3 IMTanueHT cnocoOeH UMb K OrPaHUYEHHOMY CaMOOOCITYKUBAHUIO,

MIPOBOINT B Kpeciie nim rnoctenn 6onee 50% BpeMeHn 00ApCTBOBAHUS

4 WHBamm, coBepIIeHHO HE CITOCOOEH K caMO00CITy)KUBaHHIO, TIPUKOBAH K

KpecC1y WK OCTEIIN

5 [TanmeHT mepTB
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Ipunoxenue I'1.2. OOmme TepMHHOJOrMYeCKHEe KPHUTepHMH JuiA  0003HAYEHUS

HeskeJaaTe bHbIX siBjaeHuil (CTCAE)

Ouenka BbipaxkeHHOCTH OTekoB Iipu POEMS cuHapoMe IPOBOAUTCS 1O KPUTEPUSIM IIKAJIBI
HEXENATeNbHBIX SBICHWH, pa3paboTaHHBIX B HalmMoHanbHOM HHCTHUTYTE€ 3H0pPOBBS U
HanpionanbHOM HHCTHTYTE paka MUHHCTEpPCTBa 3/]paBOOXPAHEHHS U COLUATBHBIX CITyXO0 [ 1.
OpuruHanbHOE Ha3BaHUE:

Common Terminology Criteria for Adverse Events (CTCAE)

Hcrounuk: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.
etal. [ ]

Tur: mKaga OLEHKU
Hasnauenue: KJIMHUYECKAs OLIEHKA OOLIETO COCTOSHUS Mal[EHTa
CopepxaHue U UHTepIIpeTalys:

Crenenb 1 (Jierkast cTeneHs). beccuMnTOMHBIE MM ¢1a00 BBIpaKCHHBIE CUMITOMBI. [TokazaHo
TOJIbKO HaOM0IeHNe (KIMHIYECKOEe UK J1JabopaTOpHOS/MHCTpyMeHTanbHoe). JleueHne He
[TOKa3aHo.

Crenenb 2 (yMepeHHas cTeneHb). CHIKCHHE €KeTHEBHOM aKTHBHOCTH, COOTBETCTBYIOLICE
BO3PACTY (IIPUTOTOBJICHUE MUILH, TOKYIIKA POAYKTOB HJIM O/IEXK/IbI, TI0JIb30BaHUE TeJIe()OoHOM,
yIpaBJIeHHE ACHSKHBIMU CpeICTBaMH). [lokazaHO MUHHUMAJIbHOE, MECTHOE MJIM HEMHBAa3WBHOE
BMEIIATEILCTBO.

Crenenb 3 (BbIpakeHHas CTEIEHb). BoIpa)keHHbIE CUMIITOMBI, HO HE TPE/ICTABIISIOINE
HETIOCPEICTBEHHOM yrpo3bl s xku3HH. [lokazana rocniuranu3zanus. CHIDKEHHE CIIOCOOHOCTH K
€aMO00CITy)KHBAHHUIO.

Crenenb 4 (ku3zHeyrpoxaroiue cumiomsl). [Tokazano HemeIeHHOE BMELIATENLCTBO.

Crenenb 5. CMepTh, CBsI3aHHAS C TOOOYHBIMU (P PEKTaMU.

Cumnrom Crenenb 1 CreneHp 2 Crenenb 3 Crenenb 4 Crenenbp 5
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Orexk paucka | Kmmanuecknx | YmepeHHoe CHIDKeHHE | BeipaxenHoe Hawnmyamas
3PUTEJBHOr0 | CHMIITOMOB, B | OCTPOTBI 3peHHs | CHUIKCHHE CKOPPEKTHPOBaHHAsI
HepBa T.4. (Hamny4mas OCTPOTBI 3PEHHs | OCTPOTA 3peHHs B
neduimta CKOPPEKTHPOBaHHAs (MaKCHMaIbHO MOPaXCHHOM  IJ1a3y
noneii 3penust | ocrpora 3penust 20/40 | ckoppekrupoBan | coctapisier 20/200
HeT. U BBIILIE WM CHIDKEHUE | Has OCTpOTa | WIM XyXKe
3peHHst Ha 3 JIMHMH | 3peHHS MeHee
um MeHee no | 20/40 um
CpPaBHEHUIO ¢ | yXyauieHue
M3BECTHBIM HCXOJHBIM | 3PEHHs Gonee
YpOBHEM) YeM Ha 3 JMHUH
OT  HCXOIHOTrO
YPOBHS, it
20/200)
. OrnacHsle st Asyn
T'uaporo- Kinnnueckux | Kiunnueckue PecniuparopHbrit Cmepthb \SY
JKU3HHU HApYIICHUS diag!
pakc CHMIITOM HET. | CUMIITOMBI (HEXBaTKa | JHCTpPEcC
IIBIXaHHS A only
TMoka3zano BO3/lyXa, Kalllellb, CHHJIPOM, o
reMOJIMHAMHUKHY; indi
TOJIBKO auckomdopr B TUTIOKCHS.
o MOKa3aHa
HaOJOJICHNE. | TPYIHOM KIeTKe). IMokazano
HMHTYOAIHS WK
TTokasaHo jedyeHHe ONepaTHBHOE
Cpo4HOE
(nmyperHkH, BMEIIATENECTBO
BMELIATENIECTBO
TOPAKOLIEHTE3). (nanpumep,
JIPEHUPOBaHHE.
Ienepanuso- | BouBnen npu | CHuwxeHue CHkeHue Kuzneyrpoxaro- -
BaHHBIIi 0TeK | ocMotpe; 1+ €)KEIHEBHOM CIOCOOHOCTH K | IUE CHMIITOMBI
akTuBHOCTH. IToka3aHO | camoobCiIyKUBaH
Ha3Ha4YCHHE mo.  Ilokazano
JINYPETHKOB B | BHYTPUBEHHOE
TabIeTHPOBAHHOM BBEJICHHE
(bopme. JINYPETHKOB.
IMopaxenue
KOXH BCJIEJICTBHE
oTeKa.
Knunuueckue
Acuur Kmanueckux Bripaxennsie XKusneyrpoxaro- CcMepTh
CHMITOMBI, TI0Ka3aHO
CHMIITOMOB CHMIITOMBI. IHe  CHMIITOMBI.
BMEILIATENECTBO.
HET. Tloxazanbt TMoka3zano
ITokazaHo UHBA3UBHOE HEOTJIOKHOE
TOJILKO BMEIIATENILCTBO. | BMEIIATENLCTBO.
HaOJIr0ieHNE
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nptomatic; clinical or
ostic observations
intervention not
ated

Symptomatic; intervention
indicated (e.g., diuretics or
therapeutic thoracentesis)



