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KJIUMHUYECKUHA MPOTOKOJ JUATHOCTUKU U JIEYEHUA

MHOKECTBEHHASA MUEJIOMA U 3JIOKAYECTBEHHBIE

IJIASMOKJIETOYHBIE HOBOOBPA3OBAHMSI!

1. BBOJHASA YACTDb
1.1 Koa(s1) MKB-10:

MKB-10
Kop HazBanue
MHoXeCTBEHHAsI MUEJIOMa U 3JI0Ka4eCTBEHHBIC TTA3MOKJICTOUHBIE

C90.0 | HOBOOOpa3zoBaHUs

C90.0 | — MHOXECTBEHHAs MHUEIOMa’

C90.1 — IJIA3MOKJIETOYHBIN JIEUKO3

C90.2 — IJIA3MOLIMTOMA KCTPaMENyJUISIpHAs

MKB-11

2A83 I11a3MOKJIETOYHBIE OIYXO0JIH
2A83.0 MoOHOKJIOHaJIbHAsl TaMMaInaThsl HEONPEeIeJICHHOTO 3HAUYCHUS
2A83.1 [1na3mokiieToyHasi MuesioMa (paHee MHOKECTBEHHAsI MUEIOMA)
2A83.2 ConurapHas miazMouuToOMa
2A83.3 DKcTpaMeAyJUIIpHas MIa3MOIMTOMA
2A83.4 [1na3mokeToyHas JeikemMus
2A83.5 bosie3Hp 0TI0XKEeHHs] MOHOKJIOHAIBHBIX KIMMYHOTJIOOYJIHHOB

Jlpyrue yrouHeHHbIC MHOKECTBEHHAS MUAETIOMa |
2A83.Y MJIA3MOKJIETOYHBIE OMYXOJIU
2A83.Z [1na3MoKII€TOYHAsl ONYXO0JIb, HEYTOUHEHHAs
bose3npb TaxKeNbIX Hened WK 3JI0Ka4YeCTBEHHbIE
2A84 HMMYHONpoJindepaTuBHble 3200/1€BaHUSA

1.2 Jlara pa3paGotrku/mepecmorpa mporokosa: 2015 r (mepecmotpen B 2015
r/2018 1/2022 1).

1.3 CoxkpanieHusi, HCNOJIb3yeMble B IPOTOKOJIE:

! TInasmo6nactHas muM(oMa HECMOTPS Ha HA3BAHKME HE OTHOCUTCA K IIA3MAKICTOUYHEIM 3a001€BaHAEM H KOJUPYETCS
kak qupdysHas B-kpynHoknetounas mumdoma (C83.3)
2ALamunonnos u POEMScunapomraxike kogupyercs kak C90.0
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bTI] 00JIE3HDb THKEIBIX Lenei

I'CK Tr€MOITO3THYECKUE CTBOJIOBBIC KIICTKH

oD HMMYHODJIEKTPO(DOPETHISCKOE HCCIICTOBAHNE

JIAT JIAKTATIETUIPOTEHA3A

MB Makporjao0ynuHemus BanbieHcTpema

MI' MOHOKJIOHAJIbHAsI TaMManaTHs

MM MHOECTBEHHAs] MUEJIOMA

0OX40 OYEHb XOPOIIHUMA YACTUYHBIA OOBEKTUBHBIN OTBET

OAK oOmuii aHaIM3 KPOBU

OAM oOmuii aHaIM3 MOYH

1100 TOJHBIH 0OBEKTUBHBIN OTBET

PKH PaHIOMHU3UPOBAHHOE KIIMHUYECKOE UCCIEIOBAHUE

CD cluster of differentiation

CJIL] CBOOOTHEICIICTKHEIICITH

CMB CHHJIPOM TMOBBIIIEHHOW BSI3KOCTH KPOBH

clIO0 —; CTPOTHH MOJTHBIH 00BEKTUBHBIN OTBET

CPb C-peakTHBHBIN O€IIOK

XITH XPOHUYECKAs NTOYEUYHAsi HEAJOCTATOYHOCTh

400 JaCTUYHBINA 0ObEKTHBHBIM OTBET

OKT AJIEKTPOKapAuOrpaMma

AMPT/ITIDOT SAnepHo-MarHuTHas pe3oHaHCcHas Tomorpadus/I1o3uTpoHHO-
HYMUCCUOHHAsi ToMOrpadusi

BJ-tiporenn oenok benc-/lxoHca

Bend OCHIAMYCTHH

Bor 0opTe3oMuod

Cy nukiohochan

Dex JIEKCaMEeTa30H

FISH dbaroopeciieHTHas 1n situ THOPUAN3ALINS

HLA Human Leucocyte Antigens

IgA UMMYHOTJI00YITHHA

19G uMMyHoOTII00yuH G

IgM UMMYHOTJIO0yTHHM

IMWG International Myeloma Working Group

ISS MexyHapoaHasi CUCTEMa CTaJIMPOBAHUSI MHOYKECTBEHHOM
MHUEJIOMBI

M Mendaan

MGUS Monoclonal gammopathy of undetermined significance

P MIPEIHU30JI0H

POEMS osteoscleroticmyeloma: Polyneuropathy - mnonuneiiponarus,

CHUHJIPOM Organomegaly-opranomeramus, Endocrinopathy -
sHmokpunomnarusi, Monoclonalprotein  —  MoHOKIOHaIBHAS
rammanatus, Skinchanges — nmopakeHus1 KOXKH

R JIEHAJTUIOMU T

Thal TANUIOMHU

Vel BEJIKEH ]
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NGF (next
generation
flow)

MCTOJ HpOTO‘{HOI?I MUTOMCTPHH CICAYIOMICTO ITOKOJICHUA

NGS (next
generation
sequencing)

MCTOJ CCKBECHUPOBAHMWA CIICAYIOIICTO ITOKOJICHUA

MOb

MHUHUMAJIbHAA OCTATOYHAA 00JIE3Hb

IMiD HMMYHOMOTYJISITOPBI

C (Cyclo) nukiodochamu

Dara JapaTymymal

Elo AI0TYy3yMab

| (Ixa) HUKCa30MH0

K kappuizomuo

D (Dex) JIeKCaMeTa30H

CTD nukiodocdaH, TAIUIOMU, IEKCaMETa30H

DaraVd JapatyMmyma0,00pTe30Mu0, IeKcaMeTa3oH

EloRd AII0TY3yMa0, ICHATMIOMHU/I, HU3KHUE T03bI I€KCAMETa30H
IRd (IxaRd) HMKCa30MUO, JEeHATUIOMHU, HU3KHE HO3bI JeKCaMeTa30Ha
Pom-Dex MMOMAJIMJOMHUJI, ICKCaMETa30H

Pom-Cyclo- noMaMIOMuUJI, UKIo(ochamua, nekcameTazon

Dex

KPd kapri3oMu0, TOMaIUIOMU, HU3KUE JIO3bI IEKCaMEeTa30Ha
KRd Kapui30Mu0, JICHATIMIOMIJI, HU3KKE J03bI JIEKCAMETa30Ha
MP Mendasiad, MpeTHU30JI0H

MPT Mendaiad, NPeTHU30H, TAJIUIOMU/T

PAD 0opTe30Mub, TOKCOPYOUIIMH, JeKCaMeTa30H

Rd JICHAJIMJIOMUJ, HU3KHE JT03bI JICKCaMeTa30Ha

VD O60pTe30Mu0, JIeKcaMeTa30H

VMP 6opTezomMu0, Mendanal, mpeTHU30H

VRd JICHAJIUJOMU, O0PTE30MHUO, HU3KHUE 03Bl ICKCAMETa30Ha
VTD 0opTe30Mu0, TAIUIOMU/I, JEKCAMETAa30H

VCD 06opre3omud, nukiIohochamu, 1eKCaMeTa3oH

Vd O0opTe30Mu0, HU3KHE J03bI JICKCAMETa30Ha

NIS 1IKajia HEBPONAaTUYECKUX HAPYLIEHHUN

(Neuropathy

Impairment

Score)

DLCO UccnepoBanus 1udpdy3noHHON CIOCOOHOCTH JETKUX
NII NHrubuTOopsl NpoTeacoM

MM/ ITpoTrBOONYX0JIEBBIE UMMYHOMOAYJISTOPBI

1.4 Tloanb3oBaTeJM MPOTOKOJA: Bpauyu OOIEH MPAKTHUKH, TEPANEBThI, OHKOJIOTH,

IréMaToJIOTrnu

1.5 Kareropusi nauimeHTOB: B3pOCJIbIE.




1.6 IlIkaaa ypoBHs q0Ka3aTejbcTBa [1]:

YpoBeHnnb
A0KA3aTeJbHOCTh

XapakTepucTUKAa HUCCJIEJ0BAHUNA, KOTOPbIE JIErJIdU B OCHOBY
peKOMeH AU

A

BricokokauecTBEHHBIN MeTa-aHalIN3, CHUCTEMaTHUYEeCKUU 0030p
PaHIOMU3UPOBAHHBIX KIMHUYeCKuX wuccieaoBanuii (PKU) wmm
kpynHoe PKWM ¢ oueHb HHU3KOM  BEpOSATHOCTBIO  (++)
CHUCTEeMAaTUYECKOM OIIMOKH, pe3ylbTaThl KOTOPHIX, MOTYT OBITh
pacpoCTpaHEeHbl HA COOTBETCTBYIOIIYIO NONYJISALMIO.

BricokokadecTBeHHBIH (++) crucTeMaTndecKuil 0030p KOTOPTHBIX
WJIM UCCIIEIOBAHUN CIy4al-KOHTPOJIb WM BBICOKOKaYeCTBEHHOE
(++) KOropTHO€ WJIM MCCJIENOBAHUN CIy4al-KOHTPOJIb C OYEHb
HU3KUM PHUCKOM cHcTeMmaTudyeckod omubOku wuimu PKU ¢
HEBBICOKUM (+) PUCKOM CHUCTEMATHYECKON OLIMOKHU, Pe3yJbTaThl
KOTOPBIX, MOTYT OBITH PacHpOCTpaHEHbl HAa COOTBETCTBYIOIIYIO
IOITYJISILIHIO.

KoroptHoe  wimm  uccinegoBaHWE — CIy4Yal-KOHTPOJIb WM
KOHTPOJIUPYEMOE HCCIeA0BaHUE 0€3 paHIOMHU3AIMHN C HEBBICOKUM
PUCKOM CHCTEMaTUYECKOM OwuOKU (+), pe3ynbTarbl KOTOPBIX,
MOTYT OBITh PacpOCTPAHEHBI HA COOTBETCTBYIOIIYIO MOMYJIALIMIO
utn PKM ¢ o4yeHp HU3KMM WM HEBBICOKUM PHUCKOM
CUCTEMAaTHUYECKON OmMOKHU (++ win +), pe3yabTaThl KOTOPHIX HE
MOTYT  OBITh ~ HENOCPEACTBEHHO  pacHpOCTpaHEHbl  Ha
COOTBETCTBYIOIIYIO MOMYJISALMIO.

Onucanue cepuu ciaydaeB Uin
Hekontponupyemoe nccieaoBaHue win
MHeHue 3KCnepToB

1.7 Onpenenenne [2-6]:

Mmuoxcecmeennana muenoma (mMueiomuasn 6one3ns, 6one3nvy Pycmuykozo-Kanepa)
—KJIOHAJIbHOE 3JI0KQYE€CTBEHHOE aumponponaudepaTuBHOE 3a0o0seBaHue,
XapakTepu3yeTcs: MHPWIbTpallield KOCTHOTO MO3Ta IUIa3MaTUYECKUMH KIIETKAMH,
MPOIYIUPYIONINE MOHOKJIOHAIBHBIA MMMYHOTJIOOYJUH B CBHIBOPOTKE KPOBU W/WIIH
moue. B coorBercTBUU ¢ kiaccudukarmeit BO3 mHokecTBeHHas muenoma (MM)
OTHOCHUTCS K nepudeprudeckuM B-KaeToUHBIMIUM(POUIHBIM OIyX0JIsiM [2].
Cucmemnuviiit AL-amunoudo3 (panee — TEPBUYHBIA aMUIOUA03) — KJIOHAJIBHOE
MJIa3MOKJIETOUHOE 3a00JIeBaHUE, XapaKTEPU3YIOIIEeCs BHEKIETOYHBIM HAKOILJIEHUEM
budpumn ¢ Kkpocc-B-ckiiaauatod CTPYKTYypOM, BKJIIOUArOIIUMe (parMeHTHhl JIETKUX
Herne  MMMYHOTJIOOYJMHOB, 4YTO  MOPUBOAUT  Pa3BUTHIO  (DYHKIIMOHATIBHBIX
HapyIlIeHUH, Yallle BCEro BOBJICKAs CepAlle, MOYKH, MeYeHb U NepudepudecKyro
HEpPBHYIO cuctemy [3].

Ilnazmoknemounslit n1eiKko3 — PEIKAN arpeCCUBHbIA BApPUAHT MHOKECTBEHHOU
MUEJIOMBI, XapaKTEPU3YIOUIUICA HATWYUEM LUPKYJIUPYIOIUX IUIa3MaTUYECKUX
KJIETOK B nepuepuueckoii kposu (> 20% u > 2 x 10 %/L) [4]



Conumapnaa nnazmoyumoma (Kocmu uiu IKCMPaAmeoyanapHas)— ONyXxoib U3
KJIOHAJIBHBIX TUTa3MAaTHUECKUX KJIETOK, WHOUIBTPUPYIOMIUX HW30JIMPOBAHHBIN |
OTPaHUYCHHBI YY9aCTOK KOCTH WJIM MATKUX TKaHEH MPU OTCYTCTBHHM KPUTCPUECB
MHOYXECTBEHHOM MUEIIOMBI. [5].

POEMS-cunopom- 310 MOHOKJIOHATBHOE 3a00JICBAHUE M3 IJIA3MATHUYECKUX KIIETOK,
CONPOBOXAAIOIIEECS  CHUMIOTOMaMd  W/HWIM  NpPU3HAKAMH  MEepUPEPUUECKOM
NOJIMHEHPONaTHH, OCTEOCKICPOTUYECKUMHU TMOpakeHusIMU, Ooise3npto Kactnemana
(aaTHOG ONITUKYIISTPHAS runepIiasus TuM(pOY3I0B), OpraHoMerasuu,
SHIOKPUHOIATUHU (32 MCKIIOYEHHEM CcaxapHOro aualdeTa WM THIIOTHUPEO3a), OTEK,
TUMAYHBIC W3MEHEHUS KOXKHM, W/WIW OTEK IUCKAa 3pUTEIHLHOTO HEPBAa, TMOBBIIICHUE
ypoBusi chiBopotkn VEGF  (vascularendothelialgrowthfactor - d¢akrop pocra
suporenusi cocynoB).POEMS — sro abGOpeBmarypa, coctosiiias W3 MEPBbIX OYKB
aHTJIMACKUX TEPMHUHOB, O00O03HAYAIONIMX HaMOoJiee XapaKTepHbIE TMPU3HAKU W
CHUMITTOMBI JaHHOoTrOo cuHapoma (Polyneuropathy - momuneiiponatus, Organomegaly-
opranomeranusi, Endocrinopathy - sunokpunomatus, Monoclonalprotein) —
MOHOKJIOHaJIbHAs rammariatusi, SKinchanges — nopaxeHust Koxu). [6]

1.7 Kaaccupukanma[2, 7-12,14]:
MesxayHapoIHasl CHCTeMa CTaIMPOBaHUsI MHOKEeCTBeHHOU MuenoMsl (ISS). [2]

Cmaous ISS R-1SS

I B2M  ceBopotkn <3.5 mr/m u | ISS cragus | u umTOreHETMUECKHUE
aTbOYMUH CBIBOPOTKU >3.5 I/1J1 | aHOMaJIMU CTaHJAPTHOTO PHUCKA TIO
IFISH* u HOpMaJlbHBIH YPOBEHB

JIAr
I He COOTBETCTBYET He cootBercTtByeT craausm R-
cragusm | v |1 ISSI v 11
11 B2M ceiBOpOoTKH >5.5 M/ ISS cramus Il wum wu

LUTOTEHETUYECKUE aHOMAJINH
BBICOKOTO pucka mo IFISH*
WJIM BBICOKMM ypoBeHb JIJII

* Cmanoapmmuulil pucK: omcymcmeue XpoMOCOMHbIX AHOMANUU 8bICOKO20 DPUCKA.
Boicoxun  puck: namuuue del (17p) wuau  mpancroxayus  t(4;14)  u/unu
mpancioxkayus 1(14;16).

CucremMa cTaJUPOBAHUS MHOKECTBEHHOI MuesioMbI o Durie-SalmonPLUS. [7-
11]

Kanvuyui, I'emoznooun, Konuuecmeo ouazoe
Cmaous MMOL/ e/n decmpyKuuu
no oannvim AMPT/TIDT
IA <2,6 >100 MoxeT OBIThCOJIUTApHAS

IJIA3MOLIUTOMA WITH
OOWHOYHEIN odar

JECTPYKIIUU

IB <2,6 >100 0-4




ITA wnm 2,6 —3,0 85— 100 5-20
B
1A >3.0 <85 bonee 20 nim Tsmxenoe
wi B nuddy3Hoe MopaxkeHue
KOCTEM
Cy6xiraccuduxanms:

A — coxpanHast QyHKIHS MMOYEK (YpOBEHb KpeaTuHUHA <177 MKMOJIIb/T);
B — Hapymenue ¢dyHKIMM novyek (ypoBeHb KpeaTHHUHA >177 MKMOJIB/J)

JluarHocTHYecKMe  KPUTEPUH  MHOKECTBEHHOH  MHEJOMbI M JPYIrux
IJIA3MOKJIETOYHBIX 3a00/1eBaHuii [12-14]
3abonesanue Kpumepuu
He IgM ™MoHokioHanbHas | J{OJKHBI IPUCYTCTBOBATH BCE TPU KPUTEPHUSL:
raMmmManaTus e MoHnoknoHanbHasa cekpenus (He [gM tuna) menee
HEOIIPEACIICHHOIO  3HAYCHUA 30 r/n
(MGUS) e KioHanbHEIE MIasMaTHieckue KueTkn < 10%°
e OrcyrctBue opranubix u3meHenut (CRAB
KPUTEPHH) U
IgM MOHOKJIOHAJIbHAA | JI0JKHBI MPUCYTCTBOBATh BCE TPU KPUTEPHUSL:
raMmaraTus e ChIBOPOTOUYHBIN MOHOKJIOHANIBbHBIN [gM <30 r/n
HCOTIPCIICJICHHOTO  SHAUCHMS e Uudunsrpanmus KOCTHOTO Mo3ra
(IgMMGUS) muMporutazmanuramu <10%
e Her mpusHakoB aHeMUW, KOHCTUTYIIHOHAIBHBIX
CUMIITOMOB, CHMITTOMOB TIOBBIIIEHHOW BSI3KOCTH,
auM$oaeHONATUN UITH TETaTOCIIIICHOMETaN! )
MoHOKJIOHATTbHAS Bce kputepuu 0KHBI IPUCYTCTBOBATH:
raMmariaTus e AnomanwsHOoe cooTHomienne CJII (<0.26 wmm >
HEONPEICICHHOTO 3HAYCHUS C 1.65)
CeKperuei CBOOOJTHBIX e [loBblllIEHNE YPOBHSI BOBJICUCHHOM JIETKOM LENH

nerkux 1eneit (FLCMGUS)

(moBeimienne kanma CJII[ mpu cOOTHOIIEHHH
CJIII >1.65 wu moseimenue namdbna CJIL npu
cHkeHnn <(0.26)

OTcyTCcTBHME  DKCHPECCUM  TSKENbIX  LIeTel
UMMYHOTJI00YJIMHOB no JAHHBIM
UMMYHO(pUKCALIMH

OrcyrctBie CRAB cHMOTOMOB M CBSI3aHHBIX C
MHUEJIOMON OMOJIOTUYECKHUX MTPU3HAKOB
KnonanbHuple miazManTel B KOCTHOM MO3Te
menee 10%

MoHOKOJIOHAIBHBIN TTpoTerH B Moue MeHee 500

3 TucTonoruueckoe uccie0BaHue KOCTHOTO MO3Ta MOXKET OBITh OTCPOYEHO Ha 3-6 MECSIER Y NAIMEHTOB C
MGUSHwuskoro pucka (1gG tum, M rpaauent menee 15 /1, HopmansHoe cooTHotnenne CJILL) npu oTcyTCTBUH
KJIMHUYECKHUX MPU3HAKOB, XapaKTEPHBIX JJIS1 MHO)KECTBEHHOH MUETIOMBI




MT/CYT

«Tneromasy»
(AcumnTomHas)

e M-rpagueHT B chiBOpoTKe Oosee 30 1/
N
e benok benc-/>xonca > 500 mr 3a 249
N/
e KioHanpHBIC IUJIa3MaTUYECKUE KJIETKH B
KocTHOM Mo3re 10-59%
u
e Her OpTaHHOM TUCPYHKIINH,
OCTEOJUTUYECKUX OYaroB WJIM CHUMIITOMOB
(MPT, II9T-KT, wumu Huszkomo3znoe KT
BCETO TEJIA).

«AKTUBHASNY
(CumnroMHas)

KioHnanbHble ma3MaTuyeckue KIETKM B KOCTHOM
Mo3re >10% winn noATBEep:KIECHHAS THCTOJIOTUYECKU
BHYTPUKOCTHASI Win AKCTpaMe Ty UIIpHast
TUIa3MOIIUTOMA

n

OmnH wim Oojiee W3 CICHYIOMNX CBSI3aHHBIX C
MHEJIOMOM COOBITHI (MHEMOHHWYECKass abOpeBraTypa
CRAB) [17]:

» I'mnepkanbuuemust  (hyperCalcemia) —
TIOBBIIIICHUE YPOBHSI CBIBOPOTOYHOTO KAJTBITHS
oonee 2,75 mmouw/a (11 mr/mn);

» Iloueunas HEI0CTATOYHOCTH (Renal
insufficiency) —  mOBbIllIGHWE  YPOBHS
KkpeaTmHMHa Oonee 177 wmxmonws/m  WNJIA
cumkenne CK® menee 40 Mir/MuH;

> Anemust  (Anemia) —  HOPMOXpOMHas,
HOPMOIIUTapHas ~ aHeMHus C  YPOBHEM
remorjioonna menee 100 r/71 WM CHMDKEHUE
remorinoomuna >20 1/

» Ocreonectpykuuu (Bone lesions) — 1 wm
0oyee OCTCOJMTHUYECKMX OYaroB IO JaHHBIM
pentrenorpaduu, KT wim [I9T/KT

N/NJIn

omuH wWiu OoJlee TIPU3HAKOB  OIMYXOJICBOM
aKTUBHOCTH  (OMOJIOTMUECKUX  MapKepoB
3JIOKQYECTBEHHOCTH ):

» >60% T1I1a3MaTHYeCKUX KJIETOK B KOCTHOM
MO3r€;

» CooTHoleHne KomdecTBa B cbiBopoTke CJIL]
>100 (Bomneuennbix Kappa) wmm <0,01 (He
BoBJIcueHHBIX lambda)

» > 1 ouar nopaxenwus 1o gaHHeM SIMPT ( He
MeHee 5 MM)




[TopasxkeHust OpraHoB-MUIIEHEH, YyKa3bpIBalOIME Ha
ONYyXOJIEBYI0O aKTHUBHOCTh (aO0OpeBuarypa «SLiMy,
obo3nauvaromeir «Sixty», «Light chain ratio», «MRI»)
— OJIUH WJIK HECKOJIBKO U3 CJIEYIOIIHX:
*>60 IPOIEHTOB KJIOHAJIBHBIX IJIa3MAaTHYECKUX
KJIETOK B KOCTHOM MO3T€.
*COOTHOIIIEHUE BOBJICYEHHBIX/HEBOBIICUEHHBIX
CJIII 100 wmu Oonee (mpu YCIOBUH, YTO
ypoBeHb BoBieueHHbIX CJII cocraBuser He
menee 100 mr/i).
*MPT ¢ Oomee dYeM OIHUM OYaroBBLIM
nopakeHueM (C y4yacTUeM KOCTH WJIM KOCTHOTO
MO3Ta).

COHI/ITapHaH HJIaSMOI_[I/ITOMa4

JIOJKHBI IPUCYTCTBOBATh BCE 4 KPUTEPHS:

e ['HMCTONOTMYECKU IOATBEPKIACHHBIA COMUTAPHBINA
odyar B KOCTM WA MATKMX TKaHAX C
JIOKa3aTEIbCTBOM KJIOHAIBHOCTH IIa3MaTUYECKHUX
KJIETOK

e OrcyTcTBHE B KOCTHOM MO3re KIOHAJIBHBIX
I1J1a3MOLIUTOB

e OrtcyrcrBue apyrux odaroB no JgaHHeiM SAMPT
(uu KT) mo3BoHOYHMKA U Ta3a

e OrtcyrctBue CRAB cumnTomMoB, OHONIOTHYECKUX
IIPU3HAKOB, CBS3aHBIX C MHUEIOMOM W NMPHU3HAKOB
apyrux aumonpoaudepaTUBHBIX 3a00eBaHUN

POEMS CHUHJIPOM
[Dispenzieri A. POEMS

syndrome: 2017 Update on
diagnosis, risk stratification,
and  management. Am ]
Hematol. 2017;92:814-829.]

O0s3arenbHbIe OOJBIINE KPUTEPUU

e [lonuHenponaTus (0ObIYHO
JIEMUETUHU3UPYIOIIAs )
e MOHOKJIOHAJILHOE MJ1a3MOKJIETOYHOE

3aboJieBaHue (TIOUTH BCeria Jiam0/1a)
Hpyrue Oonblune Kputrepuu (TpedyeTcst OJJ1uH)
e bones3np Kacrenmana
e (OCTEOCKIEpOTUYECKHE OUaru
e [loBeiieHue SHJIOTEIUATBHO-COCYIUCTOTO
dakTopa pocta (VEGF)
Mauisle kpuTepuu
e OpranomMeranus (CrJ€HOMEraaus, renaToMerains
win TuMdoaaeHomaTHs)
e OTekH, IIICBPATbHBIN BBIMOT WX aCIIUT
e DHJOKpPUHOIATHUSA
e lI3MmeHeHus KOXHU (TuniepUrMeHTAaIus,
TUINIEPTPUXO03, IIETOpPA, TUIEPEMHUSI, AKPOIIMAHO3,

4 B CJIydac BbIABJICHUS IPpU COHPITapHOﬁ IUIa3MOIUTOME HE 6oiee 10% KIOHAIBHBIX IIasMaluTOB B KOCTHOM MO3I€
CUTyalus paCUCHUBACTCA KaK COJIMTApHas MiIa3MOIUTOMa ¢ MUHUMAJIbHBIM BOBJICYCHUEM KOCTHOI'O MO3ra, Ipu
Hamnuny >10% KIoHaIbHBIX IjiasMaluToOB — KaK MHOXXCCTBCHHas MHUECIIOMa




CHUMIITOM «O€JIbIX HOTTEH)

e OrTeK AMCKa 3pUTEIBHOIO HEpBa
e TpoMOOIUTO3/TIONUITUTEMUS

Jpyrue cuMnTOMBI

e Jledbopmarus manblieB pyK U HOT, CHUKEHUE MACChl
Tela,  TUNEPTUJpo3,  JIeroyHas  TUIEPTEeH3uS,
PECTPUKTUBHAS JIero4Hasi 00Jie3Hb, Auapesi, AePUIUT
BuTamuHa B12

AL-amuonnos Heo0xonumo Hauuue BceX KPUTEPHUEB:

e Hanuume cucTeMHOTO CHHApPOMA, CBSI3aHHOTO C
aMuJIouIoM  (HampuMmep, TMOPaKEHHE TOYeK,
NeYeHu, cepAama, >KeIyJA0YHO-KUIIIEYHOTO TpaKTa
WU TIOpaKeHUE TepudepuuecKux HEPBOB)

e JlomoxuTenpHOE OKpaIlMBaHHE KOHTO KpPaCHBIM
Ha aMUJIOH 000N TKaHM (HarpuMep, acmupara
KUpa, KOCTHOTO MO3Ta WK OWOTICUU OpraHa)

e Jloka3zaTelbCTBA TOrO, YTO AaMHJIOHJ CBS3aH C
JETKUMHU  TEMSMH,  yCTAHOBIICHBI  TIPSIMBIM
HCCIEIOBAaHUEM aMHUJIOMIa C HCIOJIb30BaHUEM
IPOTEOMHOT0  aHajliu3a Ha OCHOBE  Macc-
CIIEKTPOMETPUH WA HMMYHODJIEKTPOHHOM

MUKPOCKOTIUU
e [lpu3Haku MOHOKJIOHAJIBHOTO MPOJU(PEPATUBHOTO
HapyIICHUS nJIa3MaTHYeCKUX KJIETOK

(MOHOKJTOHQJIBHBIN OCJIOK CHIBOPOTKH WJIU MOYH,
aHOMAJIPHOE COOTHOIIEHWE CBOOOJHBIX JIETKHX
Heneld Wi KIOHAJTBHBIC TIa3MaTHUYECKUE KIICTKU
B KOCTHOM MO3r€)

Kpurepuu poacrBeHHbIX 3200/1eBaHuil CM. B pa3aede 2.2

2. METOAbI, MOAXOAbI U MPOUEAYPbI AIMAT'HOCTUKUN[16-25]:

2.1 /lnarHocTHYEeCKHE KPUTEPUH:

Kanodbl u anHamHe3:

e  AHEMHYECKHU CHHIPOM- 3KajoObl Ha TOJOBOKPY>KCHUE, IOTEMHECHHUE B TJIa3ax,
IIIYM B yIIIaX, YyBCTBO CEPIICONECHIS, OJIBINIKA IPU XOIH0€.

o  Occairu4yeckuid CUHIPOM- OO0JIH B KOCTSX, CHUKEHUE aKTUBHOCTH JIBHKCHUIA,
c1a00CTh MBI, TUCHYHKIHS Ta30BBIX OPTraHOB, Mape3bl W MaparuieTud HIDKHUX
KOHEYHOCTEN

e CuHAPOM TOBBIIICHHONW BSI3KOCTH KpPOBH- KPOBOTOYMBOCTb  CIIM3UCTBHIX
000J104€K, KPOBOM3IHUSHUS B CETUATKY TJIa3, MOXOJI0JaHUEe KOHEUHOCTEH, MOSBIICHHE
TpoUUECKUX SI3B.

o [lopakeHne mOUYEK- TOSBJICHHE OTEKOB, 3yJ KOXXHBIX TIOKPOBOB, OOnHM B
MOSICHUYHOM 00J1acTH,0011my10 c1adocth [16].

dOusukajabHoe 00c/Ie10BaHNE:




®  [PU3HAKU AaHEMHYECKOTO CHHIpoMa (OJEeIHOCTh KOXKHBIX IMOKPOBOB; OJBIIIKA,;
TaxuKapaus);

® CHHAPOM TIOBBIIICHHONW BS3KOCTH KPOBH (KPOBOTOUMBOCTH  CIH3UCTBIX
000JI0UEK, KPOBOMZIMSHUS B CETYATKy TIJa3, HapylleHHe mnepudepruieckoro
KpPOBOTOKA, TPO(PUUECKHE SI3BBI);

®  IeMOpPParHyYeCKHil CHHIPOM — METEXHH, SKXHUMO3bI 110 BceMy Temy [17].

Obuee cocmoanue OHKON02UUECKO20 NAUUEHMA PEKOMEHO08AHO OUEHUBAMb NO
IlIkane ECOG-BO3 (0-4 6anna):

IIkana ECOG-BO3 basn
HopmasnbHasi akTUBHOCTh 0
Ecth cummrTomMel 3a001eBaHus, 1
HO OJMKe K HOpMaIIbHOMY

COCTOSIHHIO

bonsbuie 50% nHeBHOTO 2

BpPEMCHHU ITPOBOIUT HC B
IIOCTCJIN, HO MHOT'Aa HY X KIACTCA

B OTJIbIXE
Hyxnaercs B nmpeObIBaHUU B 3
noctenu 6oisiee 50% THEBHOTO

BpEMCHHU

He cnocoGen o0cnykuBaTh 4

ce0s1, MPUKOBAH K MOCTEIN

JlabopaTopHblie UCCIeI0BAHUSA:

e  OOmmit aHaIM3 KPOBU C JICUKOIIUTAPHON (HOPMYIIONA;

e  buOXMMHMYECKMH CKPUHHMHI, BKJIIOYAKOIIUN HU3MEPEHUS  CHIBOPOTOYHOIO
KaJIbLIUs, KpeaTUHUHA, aTbOyMuHa, Jakraraeruaporenassl (JIJI);

e  OOmmii aHaIU3 MOYH,

e  DnekTpodope3 OENKOB CHIBOPOTKH ¢ WUMMYHO(HUKCAHEH U KOJIMYECTBEHHBIM
OTIpEJICIICHHEM HMMYHOTJIO0YJINHOB;

e  DuekTpodopes OEIKOB CYyTOUYHOM MOYH C UMMYHO(MUKCAITUEH;

e Acmupanuss ~ KOCTHOTO  MO3ra C  MUMMYHO(EHOTUIHPOBAHUEM. B
JMarHOCTUYECKUX CIydasX B cllydae OTCYTCTBUSI TIOATBEPXKACHUS JUarHos3a
METOJaMU ITUTOJIOTHA M TPOTOYHOW ITUTOMETPUHU, MOXKET OBITh MPOBEJICHA
TpENaHoOuoNCcHusT  TpeOHS  TMOAB3AOIIHOM  KOCTM C  TUCTOJIOTMUYECKUM U
UMMYHOTUCTOXUMUYECKUM HCCIICIOBAHUEM;

HNHcTpyMeHTAIbHBIE HCCIe0BAHUSA

e lcnonp30BaHUE METOJIOB BU3yalu3aluu B3aBUcUMOCTH OT aoctynHoctd (KT,
MPT, II9T/KT). Tomorpadus  mnpeamodturenbHee, YeM  CTaHIApPTHAs
peHTreHorpadusi, HO OKOHYATENbHBIM BBHIOOP METOJOB BH3yalu3alMd U OOBEMa
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I/ICCJIG,I[OBaHI/Iﬁ 3dBUCHUT OT OOCTYIIHOCTH, CTOHMMOCTH, HHCTHTYHOHOHAJIbHBIX
HpC,IIl'IOLITeHI/If/'I 1 KJIMHUYECKUX OCOOCHHOCTEH.

IlepeyeHb 00s13aTeILHBIX UCCJIEIOBAHUI HA CTAIIMOHAPHOM YPOBHeE /sl
HCKJIIOYeHNsI A0COTIOTHBIX MPOTUBONMOKA3AHUI K HAYAJLY JIEUEHUS:

o  OAK c aeitkodhopmysoit, MoaCcIeTOM KOJIMIECTBA TPOMOOIIUTOB;

. buoxumudeckuit aHaiu3 KpoBH (HaTpUM, Kalaui, KaJbIMi, III0K03a, MOYEBHHA,
KpEaTUHUH, MOYeBas KUCJI0Ta, 001U 00K, anbOyMuH, oOIIui OUIupyOuH,
npsmoit, ounupyoun, JIJAI', ACT, AJIT, CPb, menounas ¢ocdoraza);

o  Omnpenenenue rpynnsl KpoBu 1o cucteMam ABO;

o  Onpenenenue pesyc-pakropa;

. OOmwmii aHaaIu3 MOYM;

. Koarymorpamma (AYTB, IIB, MHO, IITHU, pubpunoren);

. Onpenenenune CK®;

. Onpenenenue mapkepoB BupycHoro renatuta B u C metonom MDA v UXJI,

. BUY-undekuu (HIVAg/anti-HIV) metonom NDA;

. [IIP na BupycHblie renatuthl B u C (kauecTBEHHO);
. Komrieke ceposornyeckux peakinuii Ha CU(UIINC;
. OKT;

. 9x0KT;

. V3U OBbIl+mouexk.
IlepeyeHb T10NMOJHUTEIBLHBIX HCCIEA0BAHNNH HA CTAIIMOHAPHOM YPOBHE:

o Bupyc D0mreitna-bapp, reprec 1-2 tumna, muToMeragoBUpyc, TOKCOTIa3M03
meTonoM I[1LP;

o [IIIP na BupycHsie renatutbl B, C (KOJTUYECTBEHHO);

o [IIIP va COVID-19;

o Omnpenenenue KILC u razoB KkpoBy;

o HccnenoBanue CIMHHOMO3TOBOM YKMIKOCTH: OO aHAIU3 JTUKBOpa+/-
BUPYCOJIOTUYECKOE, OAKTEPUOTIOTUIECKOE UCCIIEIOBAHNUE;

o Ilpsamas u Henpsimast mpoOs1 KymoOca;

o CranmapTHOE ITUTOTEHETHICCKOE MCCIICIOBAHNUCE;

o Omnpenenenue dpepputuHa, HoaaTel, CLIBOPOTOUHOE Kee30, Butamun B12;

« ProBNP;

o IIpoxanbuuTOHUH;

o Awntutpom6uH III, [-numep;

o Jlns s)xeHIUH (HEepTUIHLHOTO BO3pacTa- TECT Ha OEPEMEHHOCTD, ONPE/ICIICHHE
XI'Y;

o Muenorpamma;

o U®DT nepudepudeckoit KpOBU WM KOCTHOTO MO3Ta,

o Omnpenenenne f2-MUKpOrI00yIHHA B CBIBOPOTKE

o CB00OOIHBIC JIETKHE NN CHIBOPOTKU

o IFISH wuccnenoBanne HaCD138-cenekTrpoBaHHBIX KJIETKaX KOCTHOTO MO3Ta
WTH C UCTIOJIb30BaHUEM aHAJIOTUIHBIX TexHojoruit: del 17pl3, t(4;14), t(14,16)
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o HLA-Tunuposanue;

o Penrtrenorpadus npuaaToOUHbIX Ma3yx HOCA;

o Oproma"nTomMorpamma,;

o KowmmnbsrorepHas Tomorpadusi rpyIHOIO CErMEHTa;

o KT ronogsl, men, OBII ¢ koHTpacTupoBanuem;

« OI'JC;

o bponxockonus;

o Kononockonus;

o Y3/II' cocynoB (BeH u/uiam apTepuil);

o Cnuporpadus;

e MPT-romoBHOr0 M03ra;

o Y3U nnepasibHOM N0JI0CTH, iepudeprudeckux umdpoysnos, OMT, moueBoro
y3bIpS;

« XourepoBckoe — MoHuTOpUpoBanue JKI'.

*/lannwiti nepeuensb UCCIEO08AHUL MOHCEM MEHAMbCA 6 3A8UCUMOCHU OM dmand
OUACHOCMUKU, Jle4eHUsl, HATUYUs CONYMCMEYIOWUX 3a001e8aHUll, BIUAIOWUX HA
8b100p mepanuu.

IHoka3zaHus il KOHCYJIbTAUMHU Y3KHX CHEIHAJTUCTOB:

®  KOHCYbmauus 6paua no peHmzeHIHO06ACKYIAPHOU OUAZHOCIMUKE U J1e4eHUIO
— YCTaHOBKa IEHTPAJIBHOIO BEHO3HOTO KareTrepa U3 MepudepuyecKkoro I0CTyra
(PICC);

®  KOHCYbmMauusa 2acmpoIHLmMePono2a/2enamono2a— sl AMarHoCTUKHA U JICUCHUS
BUPYCHOTI'O I'eMaTuTa;

®  KOHCy1bmauusa 2uHeKo102a — OEepeMEeHHOCTb, METPOpparuv, MEHOpparuw,
KOHCYJIbTAIIMS TIPU Ha3HAYEHUH KOMOMHUPOBAHHBIX OPAJIbHBIX KOHTPAIICTITUBOB;

®  KOHCYbmauus 0epmamosenepo102a — KOXHbI CHHIPOM;

®  KOHCYTbmMauuAuH@eKyuoHucma —o103peHre Ha BUPYCHbIE HH(EKINY;

®  KOHCyIbmauuaxapouooza—HekoHTpoaupyemas Al', XpoHWYecKas cepieyHas
HEJIOCTAaTOYHOCTh, HAPYIIEHHUS CEPJICUHOIO PUTMA U MPOBOJUMOCTH;

®  KOHCYylbmauuaHeeponamono2a — TPU OCTPOM HAPYLIEHUHM MO3TOBOTO
KpOBOOOpAIIEHHs, MCHUHTUT, dHIEhaTUT, HEUPOJICHKO3;

®  KOHCYy1bmMauua  Heupoxupypza— TpU OCTPOM  HAPYLIEHUH MO3TOBOTO
KpOBOOOpAIEHHUS, TUCTOKAIMOHHOM CUHIPOME;

®  KoHcyrbmauusnepponoza (3¢pgpepenmonoza) — noueyHasi HeJOCTATOUHOCTD;

®  KOHCYIbMAUUAOHK0102a— NOJI03PEHNE HA COJIMHBIE OITyXOJIH;

®  KOHCYy1bmauusa OMOPUHONAPUH20102a4 — JUISI JUArHOCTUKM W JICUYCHHUS
BOCTIAJIMTENIBHBIX 3200JIEBAHUM MPUIATOYHBIX Ma3yX HOCA M CPETHETO yXa;
®  KOHCYy1bmMauuao(manvbmon02a — HAPYIIEHUS 3pEHUs, BOCHAIUTEIbHBIC

3a00sieBaHus TJ1a3a v MPUJATKOB;

®  KOHCYTbMAUUANDOKMO02a — AHATIbHAS TPEIIUHA, TAPATPOKTUT;

®  KOHCYbmMauus NCUXuampa — Cuxos3sl;

®  KOHCYTbmMAauusa NCuUxo/102a — Jenpeccusi, aHOPeKCus U T.11.;

®  KOHCYTbMAUUAPeaHumMamoio2a — JICYeHUE TSHKEIOro cerncuca, CenTHYEeCKOro
I0Ka, CHUHAPOMA  OCTPOro  JIETOYHOTO  TOBPEXIEHUS MpPU  CHHIPOME
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TU(p(GEepeHIMPOBKA U TEPMUHAIBHBIX COCTOSIHMM, YCTAaHOBKA LIEHTPAJIbHBIX
BEHO3HBIX KaTETEPOB;

®  KoHcynbmauusa peemamonoza—cuHapom CBHTA;

®  KOHCYIbMauuAmopaKaibHo20 xupypea —3KCCYTaTUBHBIN MJIEBPUT,
THEBMOTOPAKC, 3UTOMHUKO3 JIETKHX;

®  KOHCyIbmauua mpaemamonoza —TOKa3aHWs: HaJIWYhe IaTOJIOTUYECKUX
HIEPETIOMOB;

®  KOHcynbmauus mpancgysuonoza — g noadopa TpaHc(y3HOHHBIX Cpel MpU
MOJIOKUTEIHPHOM ~ HEMPSIMOM  aHTUIJIOOYyJTMHOBOM  TecTe, Hed((HEKTUBHOCTH
TpaHc(y3uii, OCTPOIl MACCUBHOM KPOBOIIOTEPE;

®  KOHcyrbmauusa yponoca — WHQEKIMOHHO-BOCHAINUTEIbHBIE 3a00JI€BaHUS
MOUYEBBIICTTUTENIBHON CUCTEMBI;

®  KOHCyI1bmMauus pmusuampa— 10J103peHNE HA TyOepKyIes;

®  KOHCYIbmMauus  Xupypea—Xupyprudeckue  OCIOXKHEHUS  (MH(EKIHOHHbIE,
reMOpparuyeckue);

®  KOHCy1bmauus YenlCmHo-1uYe6020  xupypea  —  UHPEKIHUOHHO-
BOCHAJIUTENIbHBIE 3200JIEBaHUS 3y00-YEIIFOCTHOU CUCTEMBI.

2.2 JInarHoCTHYECKU aJIrOPUTM
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Chop wanod, aHaMHe3s- Hanwuwe CRAB

CHMIOTOMITHEMN

NabopaTopHble HCCNeOOBaHWA:

OGLWMA 3HANW3 KPOBK C NERKOLMTApHON
hopMynon;

BMOXMMMYECKWA CKDMHWHE, BRNIOMAHLLMIA
M3MEDEHWA CRIBOPOTOMHOMD KanbLUMWA,
KpeaTWHUHA, ansOymuna, NAT

OBLWMA 3HANKS MOYK;

JnekTpodopes DeNKOE CLIBOPOTEM C©
MMMYHOMHUECAUMER W KONMHEC TEEHHBIM
OnpesensHUeEM UMMYHOrMODYMHMHOE;
2nekTpodopes DENKOE CYTOUYHON MOYM ©
MMMYHODHEC SLMER;

s ACNWPALIAA KOCTHOND MO3Ma C
HMMYHODEHOTUNMPOBAHHEM.

—>» DUaMKansEHoe 00CcNeqoeaHne

HMHCTpYMeHTaNbHLIE
MCCNEeN0BAHKA:

PeHTreHorpagus
KT

MPT

MaT-KT

Bubop Memodos susyaTusayuy u ofrema
uCCIE00BaHUL SASUCYM OM DOCHVHROCTIY,
CHIGMMOCIIL, MHE LY YUOHETEHED
HpeOROYMErL U

KILHNYECKIT OCoBeHROCTNED

OWardoz yCTaHOENSH: ELI0Op TAKTHUEM

Tepanum
2.3 uddepeHumanbHblii AHATHO3 W O000CHOBaHHME JIOMOJHUTEJIbHBIX
ucciaenopanmii [21-25]:
Huaznos Oobocnoeanue Oobcneoosanusn Kpumepuu ucknrwuenusn
onsa ouaznosa
ouggepenyua
JbHOU
OUAZHOCMUKU
IgM IoBbimieHHBI | IMMYyHOXMMHYECKOE | YPOBEHb MapanpoTerHa:
MOHOKJIOHAJIbH | YPOBEHb UCCIIEIOBAaHUE IgM B kpoBu <30 1/,
as TaMMamnaTHs | mapanpoTeuHa, | (MMMYHO(PUKCAUIIS <10 % mnnazMaTHuyecKux
HeonpesneneHH | 6enok benc- KPOBH, MOYH) KJIETOK B KOCTHOM MO3T€;
oro 3HaueHuss | JhKoHca B NmmyHOrnoOymunsl | OTcyTcTBHE KOCTHBIX
(lgMMGUS) | moue, [luTonoruyeckoe MOPaKCHU ©  JPYrux
IUIa3MaTHICCK | yeccneoBaHue CUMIITOMOB, CBSI3aHHBIX C
HC KJIICTKH B KOCTHOT'O MO3Ta 00JIe3HBIO, TIPEXKIE BCETO
KOCTHOM AHEMMUH,
MO3Te TUTIEPKATBITUEMUH,
MMOYCYHOHN
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HEJIOCTATOYHOCTH,
OtcyrcTBHE
KIIMHUYECKUX u
71a00paTOPHBIX
MPU3HAKOB aMHJIOW03a
U 00JIC3HH OTIIOKCHUS
JIETKUX/TSDKENBIX — Lenei

UMMYHOTJIO0YJIMHOB.
He IgM IoBeimennei | UIMMyHOXUMHYECKOE | MOHOKJIOHAJIbHAS
MOHOKJIOHAJIbH | YPOBEHb WCCJICIOBAHKE cekpeuus (He IgM Ttuma)
as raMMaraTis | maparnpoTeuHa, | (MMMyHO(UKCAUIT menee 30 r/xa
HEONPENEIEHH | IIIa3MaTUYECK | KPOBU, MOYH) KnonanpHabIC
Oro 3Ha4YCHMU:A HC KIICTKH B NMMyHOT100Y TUHBI J1a3MaTUYECKUEC KIICTKU
(MGUS) KOCTHOM [{uTonorudeckoe < 10%°
MO3T€ UCCIIEIOBAaHUE OtcyTcTBHE  OpraHHBIX
KOCTHOT'O MO3ra VU3MEHEHU (CRAB
KpUTEPUH)
CJILI MGUS IoBeiieHHb | UMMyHOXUMHYECKOE | AHOMAJbHOE
ypoBenb CJIL, | uccnenoBanue COOTHOIIIEHHE CJIL
oenok benc- (MMMyHOpUKCanI (<0.26 wim > 1.65)
JlxoHCa B KPOBHU, MOYH) [ToBbllIeHHE YPOBHS
Mode, Onpenenenue CJIL BOBJICYCHHOMU JIETKOU
IIa3MaTHYCCK | PIMMyHOIIOOYAMHBI | IIENH (TTOBBIIIEHUE Kara
W€ KJIETKU B [luTonorndeckoe CJIL nmpu COOTHOIIECHUU
KOCTHOM MCCIIEI0BAHME Cl - >1.65 1
MO3Te KOCTHOT'O MO3ra TIOBBIIIICHUE namona
CJILIT npu  CHUXEHUH
<0.26)

OtcyTcTBHE 3KCIpPECCUU
TSKEJIBIX neneu
UMMYHOTJIOOYJIMHOB IO
JTAaHHBIM
UMMYHO(pUKCAITIH
OtcytcTBUE CRAB
CUMIITOMOB U CBSI3aHHBIX
C MHUEJIOMOU
OMOJIOTMYECKHUX
MIPU3HAKOB

KnonanpHbIC
IUIa3MalUThl B KOCTHOM
mo3re menee 10%
MOHOKOJIOHAIbHBIN
MPOTEUH B MOYE MEHEE
500 mr/cyT
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Conurapnas Hannuue Mmvmynoxumuueckoe | [Iposepennoe Ha
IJIa3MOLIMTOMA | INIA3MATHYECK | UCCIICOBAHNE ouorncuun MopaxeHue
UX KIIETOK Ha | (MMMYHO(DUKCANTIS KOCTH  WIM  MSTKUX
ounoncuu KpPOBH, MOYH) TKAHEU C
MOopaxeHUs I/IMMyH()mo6ynHHH MOATBEPIKIACHUEM
KOCTH HUIJIN ]_[I/ITOJIOFI/I[ICCKOC HaJIU4ud KIIOHAJIbHBIX
MATKUX HUCCJICJOBAaHUE KIJIETOK.
TKaHeH KOCTHOI'O MO3ra HopmainbHblli  KOCTHBIN
MPT wu KT Mo3r (0e3 mpu3HAKOB
buoncus nopaxxenuss | KIOHAIBHBIX
M1a3MaTUYECKUX KIIETOK)
OOGbrynas CKeJIeTHas
cbeMka 1 MPT (i KT)
ITO3BOHOYHHKA U Ta3a (3a
UCKJTIOYEHUEM
NEPBUYHOIO OAUHOYHOTO
MOpaYKEHUs )
OtcyTcTBUE CRAB
CHUMIITOMOB
ConnrapHas Hannuue Nmmynoxumuueckoe | [IpoBepenHoe Ha
IJIA3MOLIMTOMA | IUIA3MATHYECK | UCCIIELOBAHUE ouorncuun MopaxeHue
C UX KJIETOK Ha | (MMMYHO(DUKCANIIS KOCTM  WIM  MSTKUX
MUHUMAJIBHBIM | OMOIICUU KPOBH, MOYH) TKaHEH C
BOBJICUCHHUECM MOpAKCHUA I/IMMYHOFJIO6YJ'II/IHI>I IMOATBCPKACHNCM
KOCTHOTO KOCTH WJIH [uronornueckoe HaJqu4yusi  KIOHAJbHBIX
MO3ra MATKUX HUcCclIeJOBaHNEe KIICTOK.
TKaHeH, KOCTHOT'O MO3Ta KnonanpHbIE
NJIa3MaTUYCCK | MPT umu KT MJIa3MaTUYECKUE KIIETKU
Ue KJICTKH B Buoricust mopaxkeHust | B KOCTHOM Mo3re (MeHee
KOCTHOM 10%)
MO3Te OO6bruHas CKeJIETHast
cbeMka 1 MPT (wm KT)
MO3BOHOYHHKA U Ta3a (3a
UCKJIIOYEHUEM
NEPBUYHOTO OAMHOYHOTO
MOpaKeHUs )
OtcyTtcTBUE CRAB
CHMIITOMOB
MakpornoOynu | IToBbiieHnbili | MMmyHoxuMmudeckoe | BoisiBienue
HEMUS YPOBEHD HCCJIEI0BAHNUE MOHOKJIOHanbHOTrO IgM B
BanpnencTpem | mapanpoTeuHa, | (MMMYyHO(DUKCAHIIS KpOBH (HE3aBUCUMO OT
a oenok benc- KPOBH, MOYH) YPOBHSI ITaparpoTENHa);
Jxonca B NmvmynornoOynunsl | Undunbtpanus
MO9C [{uTomoruueckoe KOCTHOTO MO3ra MaJIbIMU
MCCIICJOBAHUE auMpouTaMu,
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KOCTHOI'O MO3ra

TUIa3MOIIUTOMTHBIMU
KJIETKaMH 1
IU1a3MaTUYEeCKUMU
KJIETKaMu
(muddy3Has,uHTEPCTUIIN
aNbHas WK

HOAYJISIpHAsT).
bonesns IInasmatudeck | UMMyHOXUMHUYECKOE | MOHOKIIOHABHBIA MUK
TSKEIBIX 1€ KIIETKU B HCCIIeIOBAaHNE TSKEIBIX Lerneu B
Lerneu KOCTHOM (ummyHODUKCanTs CBIBOPOTKE U MOYE.
MO3re KpPOBH, MOYH) OTtcyrcTBUE M-
NMMyHOTrnoOynMHBI | TpaueHTa npu
[{uTomoruueckoe anekTpodopese  OeNKoB
WCCIIEIOBAaHNE CBIBOPOTKH.
KOCTHOI'0 MO3ra
Hccnenosanue
CBIBOPOTKH METOJ0M
paanaIbHON
UMMYHOIU(PPYy3UH C
AHTHCBIBOPOTKOM K
COOTBETCTBYIOIIUM
H-nieriam
IlepBuuHbIl B xpoBu n NMmmyHoxumuueckoe | I'mcromornueckoe
aMUJIOUI03 MOYE UCCJIEIOBAHNE UCCIIEJOBAHNE
MOHOKIIOHAJIBH | (MMMYHO(MHUKCAUTIS OMONTAaTOB TKAaHU 110CIIE
bIii OCIIOK, B KPOBH, MOYH) okpacku KoHro kpacHeIM
TOM YHCIIE U NmvmynormoOymuael | (GuOpuispHas
benc-JlxoHca. [uTonorudeckoe CTPYKTypa OEJIKOBBIX
II1asmMaTu4ecK | yecnenopanme OTJIOXKEHUM ).
W€ KJICTKU B KOCTHOT'O MO3ra IIna3smaTnyeckue KiIeTKu
KOCTHOM Bbuorncus OpPraHoB B KOCTHOM MO3re MEHEE
MO3Te WIN TKaHH 10%.
POEMS MouoxkioHans | IMMyHOXUMHYECKOE | Borbuiue Kpumepuu.
Has HCCIIEJOBAaHUE NOJIMHEUpONaTHS;
IIa3MOIMTApH | (3neKTpodopes U MOHOKJIOHAJTbHASI
ast UMMYHO(pUKCaLUs mia3MouuTapHas
MHQUILTPALMs | GEIKOB CBIBOPOTKH UHOUIBTpAIS KOCTHOTO
KOCTHOT'O KpPOBH C MO3ra, CeKpenus
MO3ra, KOJIMYECTBEHHBIM napanpoTenuHa
CeKpenms OIpEIEIICHUEM (mpakTHYeCcKu Bceraa A-
napanpoTenHa, | ypoBHs M- TUIIA); CKIIEPOTUYECKUE
oenok benc- IpajueHTa) U3MEHEHUST KOCTHON
HokoHca Omnpe/ielieHue YPOBHs | TKAHH WK OOJIE3Hb
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Ig cbIBOpOTKH KpOBH,
[HuTonornyueckoe
WCCJICIOBAHHE
KOCTHOTO MO3ra
Omnpenenexnue ypoBHs
VEGF
Pentrenorpadus
KOCTEH u/un
HU3KOI030BOE KT
KocTeH CKeJerTa,
[IOT-KT

VY3U OBII u nouek
V31 numdaTtrdeckux
y37I0B
Onextpomuorpadpuye
CKO€ MCCIICIOBAaHNE
Y31  nneBpalbHBIX
MOJIOCTEN

VY31  muToBHUIHON
KeJe3bl

OcMOTp TJ1a3HOTO JHA
Onpenenenue
YPOBHS:
TECTOCTEPOHa,
ACTPaINOIIA,
TJIMKOJIM3UPOBAHHOTO
reMOIJI00MHa,
MPOJIAKTHH,
koptuzon, TTI, T3,
T4, AKTT,
(G OITUKYJIOCTUMY TP
YIOUIUH TOPMOH).

Kactnemana;
MOBBIIICHUE YPOBHS
¢dakTopa pocTa
SHIOTENHS COCY/IOB
(VEGF).

Manvie kpumepuu.:
OpraHOMeTaus
(rematocruieHOMeranus
Wiu muMdaIeHomaTus );
reHepan30BaHHbIN
OTEUHBII CHHIPOM
(oTekw, MaeBpaIbHBINA
BBITIOT WJIK aCITUT);
SHIOKPUHOIIATHS,
KOXXHBIC M3MEHEHUS
(runepTpuxo3,
TUIIEPITUTMEHTAIIHS,
IUIETOpa, aKPOLIMAHO3,
TUTIEPEMUS KOXKH,
rIIOMepyJIsipHas
reMaHTHOMa KOXH,
JIEUKOHHMXHUS); OTEK
JTUCKA 3PUTEITLHOTO
HEPBA;
TPOMOOITUTO3/TIOJIUIIUTE
MUSL.

pyeue cumnmomul:
YTOJIIICHUE TUCTATBHBIX
(danaHr nanbUeB pyK,
CHUKEHUE MACCHhI TeJIa,
JIeTOYHasi TUTEPTEH3Hs/
PECTPUKTHUBHbBIC
3a00JIeBaHMS JIETKUX,
TPOMOOTHYECKHUE
HapyIIeHUs, Juapes,
CHUKEHUE YPOBHS
BuTamuHa B12.

I l1azMoKkIIETOU
HBIU JIETKO3

MoHoKII0HaIb
Has
M1a3MOIUTapH
ast
UHOUIBTpaIus
KOCTHOT'O
Mo3ra

OAK ¢
JICUKOLIUTAPHOUN
dbopmyoit
NMMyHOXHMHUYECKOE
UCCIIeJOBaHHE
(MMMyHO(pHUKCAUTIS
KpOBH, MOYH)
MMMyHOT100yTHHBI
[{uTonornueckoe

Hannuue
IIUPKYJIHPYIOITUX
MIa3MaTUYECKUX KIIETOK
B niepuepuIecKoit
KpoBU (=20% n=>2 x 10
°IL)
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HCCICA0OBAHNC
KOCTHOI'O MO3ra.

3. TAKTUKA JIEYEHUSA HA AMBYJIATOPHOM YPOBHE:

| bman: ons nepsuunvix nayuenmos — BBHIABICHUE 3a00JC€BaHUS, TOCITHTAIM3AIINI B
npoduabHOe OTNIeIeHUE(B 3aBUCUMOCTH OT TSDKECTH COCTOSHHMS B JIHEBHOW WM
KPYIJIOCYTOYHBIM CTAI[MOHAD).

Il oman: ons nayuenmos C YCTAaHOBJIICHHBIM JMarHO30M HAOJIOJCHUE W
MOJJICP)KUBAIOIIAsT ~ XMUMHOTEpanusi, a Takke KOHTPOJIbHOE  0O0CjeI0BaHue
(MMMYHOXMMHYECKOE HCCJICIOBAaHUE CBHIBOPOTKM KPOBH M MOYHM, MCCIECIOBaHUE
CBOOOJIHBIX JIETKUX IIETICH CBIBOPOTKH, MCCIICIOBAHUE KOCTHOT'O MO3Ta ISl OLICHKH
MPB u 1p). MOXeT HOpOBOAUTHCA aMOyJaTOpPHO, JHOO B YCIOBUAX JHEBHOTO
CTallMoHapa.

3.1 HeMeaukaMeHTO3HOE JIeHeHHUE

e  Pexum: o01IeoXpaHUTEIbHBIN

e  Jluera: Cton Nel5 (obmas).

e [Ipu no4yedyHON HETOCTATOYHOCTH UCIIONB3yeTcs nuera Ne7.

3.2 MeguKaMeHTO3HOE JIeYeHHe:

Ha3naueHue v npuMeHeHue JIeKapCTBEHHBIX MPENapaToB, yKa3aHHbIX B TA0JIULIE
HUKE, HAMPaBJIEHO Ha o0ecrieyeHue naueHTa KimHudecku 3¢ (GeKTuBHON 1
0e30macHO METMIMHCKON MOMOIIIbIO, B CBSI3M C YEM MX Ha3HAYEHUE U PUMEHEHHE B
KOHKPETHOM KJIMHUYECKON CUTYyallMH IMPOBOIATCS COIVIACHO CXEMaM Tepariu
IIPEICTABIICHHBIX B IEUCTBYIOIIEM KIMHUYECKOM IIPOTOKOJIE, a TAKXKE BO3MOXKHA
KOPPEKLUS 03 C YYETOM COCTOSIHUS ITALlUEHTA.

IlepeyeHb OCHOBHBIX JieKAPCTBEeHHBIX cpeacTB (MMermux 100% BeposITHOCTH
NpPUMEHEeHNs):

Dapmaxomepanesmuueck | Mexcoynapoonoe Cnocoo Yposens
as zpynna HenameHmoeanHo | NPUMEHEHUA | 00KA3amenbHOCm
€ HauUMeHOB8aHue u
JIC
AHTHHEOIIACTUYECKUE U Jexcamera3on BHuyTprBeHHo A
MMMYHOCYIIPECCUBHBIE €  BBEJCHUE
JIEKapCTBEHHBIE CPEACTBA BayTtpb
[Ipenunsonon BnaytpuseHHo A
€ BBEJICHUE
BayTph
Tanugomun BuyTps B
Jlenanunomun BHyTpb A
IHomamugomun BHyTpb B
Jlapatrymyma6* B/B, n/k A
Hkcazomu6d BuyTtpb A
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JlexapcTBeHHbIE cpencTBa, | OHIaHCETPOH BHyTpuBeHHO C
ocnabJstonme € BBEJICHUE
TOKCHUYECKOE JECUCTBUE BuyTpb
MPOTHUBOOITYXOJIEBBIX Knogponosas BnaytpuBeHHo A
npenapaTon KHUCJIOTa € BBEJICHUE
BHyTpb
3oneapoHoBast BHyTpuBEeHHO A
KHCJIOTa € BBEJICHUE
[TamuaponoBas BuyTpruBeHHO A
KHCJIOTa € BBEJICHUE

*B coomeemcmaeuu ¢ npaguiamu npumenerus nezapesucmpuposartulx JIC.
NB! JlonmonuutenbHOE MEIUKAMEHTO3HOE JICUEHHE MPOBOJUTCA COOTBETCTBEHHO
MPOTOKOJIAM JICUCHUS PA3BUBILINXCS OCI0KHEHUH.

3.3/lanbHelilee BeAeHHE:

[Tocnme 3aBepIICHMS JICYCHHUS COTJIACHO JCHCTBYIONIEMY MPOTOKOJIY, HMAIUCHTHI B
TEUYCHHE 2 JICT TOJYJaroT MO ICPKUBAIONTY0 Tepanuio. KoHTpoibHOE 00cie0BaHue
IPOBOAMUTCS KaXJbple 3 Mecsna (MMMYHOXHMHYECKOE HCCJICIOBAHUE CBHIBOPOTKH
kpoBu U Moun, OAK). Ilpu ycrmoBun coxpaHEHHUS PEMHCCHH 3a00JICBaHHMS, ITOCIIC
OKOHYAHHMS ITOAJICPKUBAOIICH TEparvy, MalMeHThl HaXOAATCS Ha JHHAMHYECKOM
HAOJIFOICHUM Y T€MaTOJIOTa IT0 MECTY YKUTEIBCTBA B TCUCHHUE 5 JICT.

3.4ANnaukaTopsbl 3(PPeKTUBHOCTH JIEHEHUS:

KpurepunanpHas olleHKa OTBETa Ha TEPAIHIO P MHOKECTBEHHOW MHEIIOME SIBIISICTCS
BOKHEUIITUM DJICMEHTOM IIJITAHUPOBAHMS JICUYEHHUS, OCOOEHHO Ha €ro HadaJbHBIX
sranax. Haumbosiee mnpueMieMbIMU SIBJISIFOTCS KPUTEPUM OTBETA, pa3pabOTaHHBIE
MesxTyHapoIHO#M paboueii rpymmoii mo MHOkecTBeHHOH Muenome (IMWG).

Kpurepuu orBera Ha JjiedeHrne MeRIyHAPOAHOUM padoyeil rpynmbl M0 MHUEJIOMeE
(IMWG) [20]:

CrannaptHblie kputepun orBeta IMWG

Crporuii monubiit otBeT (cI[IO) | c[IO ompenensiercs Kak yKa3aHO HIDKE ILIIOC
HOpMaJbHOE COOTHOIIEHUE CBOOOIHBIX JIETKHX
Herned M OTCYTCTBHE KJIOHAJNBHBIX KIETOK B
KOCTHOM MO3re, ONPENEICHHOE
MMMYHOTHCTOXUMUYECKUM METO/I0M WIH
IIPOTOYHOMN LIUTOMETPHUEH.

[Monubiit  00BeKTHBHBIN 0TBeT | OTpHULIATENbHBIE PE3yJIbTaThl UMMYHO(UKCAIIH
(IIO0O) B KPOBHM U MOYE

Hcue3HoBeHHE MIa3MOLIUTOM B MSTKUX TKaHSIX, a
Takxke <5% IUIa3MaTUYECKUX KIJIETOK B KOCTHOM

MO3Te

Odvenr Xopommii YacTU4HBIHA | BeisiBieane M-0enka B CBHIBOPOTKE WM MOYE
OOBEKTUBHBINA OTBET METOJIOM HWMMYHO(PHUKCAIIMA, HO HE METOJ0M
(OXY0) anekTpodopesa, wim CcHmwkeHne M-Oenka B

ceiBOpoTke Ha 90% u OGonee miroc ypoBeHb M-
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oenka B Moue meHee 100 mr 3a 24 yaca

YacTtuuHbl 00BEKTUBHBIN OTBET | >50%-Hoe cHmXeHne M-0elka B CBHIBOPOTKE U
(HOO0) YMEHBIIICHHE CYTOYHOM AKCKperuun M-0Oenka Ha
>90% i 1o menee 200 mr 3a 24 yaca.

Eciu M-6emok B CBIBOPOTKE M MOYE€ HE
OTIPEIEISIETCS, TO BMECTO KpuTepus mo M-0enky
TpebyeTcs CHI)KCHHE  PAa3HUIBI  MEXAY
KOHIIEHTpaIUsIMU BOBJICYCHHBIX u
HeBoBieueHHBIX CJIL Ha >50%.

Eciu M-06enok B CHIBOPOTKE U MOYE HE
OTpeJeNsieTCsl, W JIeTKUE IeNH B CHIBOPOTKE
TaK)Ke€ HE OIpeeNsioTcsi, TO BMecTo M-0enka
TpeOyeTCss YMEHBIIICHUE YWCia TIa3MaTHUYeCKUX
KJIeTOK Ha >50%, mpu YCIOBUH, YTO UCXOHBIM
MPOIICHT TUIa3MaTHYECKUX KIETOK B KOCTHOM
Mo3re 0611 > 30%.

[ToMmuMO BBINIE YKa3aHHBIX KPHUTEPHUEB, €CIU
HUCXOJTHO HMMEIHNCh  IUIa3MOITUTOMBI ~ MSTKHX
TKaHEH, TO HEOOXOJWMO YyMCHBIICHHE WX
pa3mepa Ha >50%

MuHUMaJIbHBIA OTBET >25%, BOo <49% cHmwkenne M-Oenka B
(ucnons3yemsbiit aiis P/P) CBIBOPOTKE W YMEHBIIEHUE CYTOYHOU AKCKpELUU
M-6enka Ha 50-89%.

[TomMuMO BBIIIIE YKa3aHHBIX KPUTEPHUEB, €CIIA €CITU
UCXOJTHO HMMEJIHNCh  IUIa3MOIIUTOMBI  MSTKHUX
TKaHei, TO HEOOXOIMMO YMEHBIICHHE HX
pasmepa Ha 25-49%.

Crabunu3zanus 3a001eBaHus Ecmu orcyrctBytor kputepuu I100, OXYO,
YOO unu nporpeccupoBanus 3a00J1€BaHUS

EnnHble KpuTepuH NpPOrpecCMpOBAaHMsT M penuauBa 3a00J1eBaHUA
MesxkayHapoaHoii padoueii rpynmnbl mo mueaome(IMWG) [20]

Cyokamezopus Kpumepuu peuyuousa
peuuouea

ITporpeccupoBanue | Hamuure ogHoro u 60Jiee U3 CAeAYIOINIMX MPU3HAKOB:
3a00J1cBaHUS
VBenuuenne Ha 25% OT MHMHHUMAIBHOTO MOJTBEPKIACHHOTO
OTBETA M0 OJTHOMY WJIM HECKOJIbKUM KPUTEPHUSIM:

-M-06enka B CHIBOPOTKE W/WiIH (AOCOJIFOTHOE MOBBIIICHUE JTOJKHO
OBITH >5 1/11);

- M-6enka yBenuuenue >10 r/n, ecinu camblii HU3KUI ypoBeHb M-
KOMITOHEHTa cocTaBiisii >50 1/,

- M-6enka B moue w/mnm (abCOMIOTHOE BO3pACTaHHE JODKHO
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ObITb >200 Mr/24 yaca).

- y MaiueHToB 0e3 H3MepsieMbIX KOHIeHTpauuid M-Oenka B
CBIBOPOTKE M MOYE: Pa3HHIA MEXAY YPOBHIMHU BOBJICUCHHBIMH U
HepoBiicueHHBIMU CJIL] (a0COMIOTHOE MOBBIIICHUE JIOHKHO OBITH
>10 Mr/mn);

- y mainueHTtoB 0e3 Hu3MepseMbIX KOHIEeHTpanmii M-Oenka B
CBIBOPOTKE M Moue, U 0€3 M3MEpPSIeMOro ypOBHS BOBJICYEHHBIX
CJIII, nOpoueHT TIUIa3MAaTUYECKUX KJIETOK HE3aBUCHUMO OT
HCXOAHOTO (a0COFOTHOE MOBBIIICHUE JTOHKHO OBITH >10%);

- IlosBneHue HOBBIX KOCTHBIX o4aroB, > 50% yBenuueHue
MATKOTKAHBIX IIa3MOIUTOM > 1 ouara, wunu 50% yBenuueHue B
HauMOOJBIIIEM JIMAMETpPE CYIIECTBYIOIIEro oyara , > 1 cM B
HAaUMEHBIIEM JUAMETPE WIH >50% yBeaMYEHUE CaMOro
JUIMHHOTO JMaMeTpa MpeAblAylnIero mnopaxkenus > | cM mo
KOPOTKOM OCH

-> 50% mOBBIIEHNE HUPKYJIUPYIOIUX IJIa3MAaTUYECKUX KIIETOK
(MuaumMym 200 kimetrok B ul, ecnMm  3TO  €IMHCTBEHHBIH
H3MEPSAEMBIA CHMITTOM).

Knuanueckuii
peuuanB

TpeOyercst onuH nnm 0osee KpUTEPUEB

- HenocpencTBeHHble WHAMKATOPHI PACIPOCTpPaHEHUS OOJIE3HU
W/WIM TEPMHUHAIBLHOW OpPTaHHOW HEIOCTaTOYHOCTH (IIPU3HAKU
CRAB)

-Pa3BuTHe HOBBIX MSATKOTKAHBIX IJIA3MOLMTOM WM KOCTHBIX
oyaroB  (OCTEONOpPO3HbIE  NEPEIOMbl ~ HE  COCTaBJISIIOT
IPOrPECCUPOBAHNUE)

-YBenuueHue pasMepa CYLIECTBYIOIIMX IJIa3MOIMTOM WM
KOCTHBIX 04aroB Ha 50% (= 1 cm)

- l'unepkanbrmemus (>11 mr/mn)

-CHmxenue remoryioouna > 20 r/n

- MIOBBIIIEHUE KpeaTHHa 10 2 MI/I1 Uit 6osee

- TUIIEPBSI3KOCTh, CBSI3aHHAS C CHIBOPOTOYHBIM MapanpoOTEHHOM

Kiuanueckuit
peurauB OCJIE
OJTHOT'O OTBETA

JIto60it oguH wiu 6oJiee U3 CIeAyIOIMMNX MPU3HAKOB:

-IloBTOpHOE MOsiBIIeHHEe M-0eka B CBIBOPOTKE UIIM MOYE,
OTIPEICTICHHOTO METOJIOM HMMYHO(DHUKCAITUN WK dJIeKTpodopesa
- [losiBnenue > 5% miia3MaTUyECKUX KJIETOK B KOCTHOM MO3I€

- [losiBieHue m0060ro qpyroro npu3HaKa MporpecCUpoBaHUS
(HarpuMep, HOBBIX IJIA3MOIIMTOM, JINTUYECKUX KOCTHBIX 0YaroB
WIN TUNEPKAIBIUEMHUH

Permnnus nocie
MOBb (MRD)-
HEraTUBHOI'O OTBETA

Hannune ogHOro U3 ciieyromux npu3HaKkoB:

- notepst MOb-HeraTuBHOTO cTaTyca (KJIOHAJIbHbIE
miazmaruyeckue kietku Ha NGF (next generation flow) u
NGS(next generation sequencing) .

- [loBTOpHOE NOsIBIIEHNE M-0€Ka B CBIBOPOTKE UM MOYE,
OIpEEIEHHOTO0 METOI0M UMMYHO(DUKCALIMU WK AJIeKTpodopesa
- [TosiBieHne > 5% mia3MaTHYecKUX KJIETOK B KOCTHOM MO3re
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- [losBnenue mOOOrO ApPYyroro MpHU3HAKA MPOrPECCUPOBAHMUS
(HampuMep, HOBBIX IJIA3MOLUTOM, JTUTUYECKUX KOCTHBIX 0YaroB WM
THIEPKAILIIUEMUN )

Ilo oTBeTy Ha Tepanuio

[TepBuuno-pedpakrepHas OTCYTCTBHE OTBETA (B T.4. CTAOWIN3AIINH) B
MIPOIIECCE JICUEHUS NTPU OTCYTCTBUH KIMHUYECKUX
MIPU3HAKOB MPOTPECCUU

Pedpaxrepnas OTCYTCTBHUE JJa)K€ MUHUMAIBHOTO OTBETA
(cTabunu3anuu) B MPOIIECCE JICUCHUS
(MHUIMANTBHOU TEepanuy WA Tepanuu criaceHus)
WJIY nporpeccus B TeueHue 60 nHeun ot
3aBEPIICHUS JICUCHUS

PeunnnuBupyromas paHee JieueHHass MM, niporpeccupyromnias u
TpeOyrolas Hayaja Tepanuy CaceHus

Pedpakrepnas/penuauBupytomas | OTCyTCTBHE 1aKe MUHUMAJIBHOTO OTBETA B
nporiecce neyenus (NB! Tepanuu ciacenust) unu
nporpeccus B TeueHue 60 1Hei oT 3aBeplIeHUs
JICYEHUs Y TAlUEHTOB, KOTOPHIE UMEIIN
MHUHHUMAJIbHBIN OTBET WJIU JIYUIIE

Double pedpakrepras MM 3abosneBanue, pePpakTepHOE K MPOTEACOMHBIM
WHTHOMTOpPaM M KMMYHOMOYJISITOPAM

Kpurepuu yiay4dimieHuss CTPYKTYpbl M (YHKUUM OpPraHoB Npu JedeHuu AL-
aMuJI0u103a[26]

Opzan Omeem Ilpozpeccusn
Cepane YMeHbleHue tonuuHsl | [IporpeccupoBanue NT-
MEXCOKeNTy0uKkoBor tieperoponaku | pProBNP (yeBennuenue> 30%
Ha 2 MM, yBenuwuyeHue Qpakmuum |w> 300 Hr /m) Wi
BbIOpOca Ha 20%, CHIDKEHHE Ha 2 | MPOTPEeCCUPOBAHUE
(byHKIIMOHATBHBIX KJjacca | hppakiuuu BbIOpOCa
IPOSBICHUN cepaeyHoil | (ymenbuieHue >10%)
Hegoctatoudocty nmo NYHA B
OTCYTCTBUU YBEJIUYEHUS J103bI
auypeTukoB, TommuHbl  MOKII
u/unu ymessiienue (> 30% u >
300 wur/m) NT-proBNP vy
nauueHToB ¢ pacuetHort CKD >
45 mi/mun/1,73 M2
IHouxknu Cuamxenue Ha 50% (mo kpaitnei | > 25% camxenue CKO
mepe, Ha 0,5 r/cyTr) cyTO4YHOU
OpoTeUHYypUr (10  JI€YEHUs
IPOTEUHYPHUS IOJKHA OBITH >
0,5 r/cyr) B  OTCYTCTBHUE
camkenuss CK® > 25% wmm
YBEJIMYCHHUSI KpeaTHHHHA
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CBIBOPOTKH > 0,5 mr/mi

Ileyennb YMeHblleHue KOHICHTPALIUY | Y BEJIMUYCHUE Ha 50%
menounoit gocdarazer Ha 50%, | menounoit Gpocdarasbr
YMEHBIIEHUE pa3Mepa IE€YEHU
npu YIIbTPa3ByKOBOM
HCCIICIOBAHNM HA 2 CM

Iepudgepuueckas | Yaydmenue ckopoctH | [Iporpeccus Heliponatuu 1o
HEepBHAasl CHCTeMA | IPOBEACHUST  BO30YXKJEHUS IO | JAHHBIM

JaHHBIM JIEKTpOMUOTpaduu 3JIeKTpoMHOrpadun WIH
CKOPOCTH HEPBHOMU
IIPOBOJIMMOCTH

OOHoOBJIEHHDbIE KPUTECPHUHU reMaToJI0ru4ecKoi PEMUCCUN

I'emamonozuueckasn Kpumepuu
pemuccuu

Moaunsiii orBet (IIO) | OTcyTcTBHE M-TpasneHTa P UMMYHO(HKCAIIUN B
CBIBOPOTKE U MOY€, HOpMaJibHasl KOHLIEHTPAaUsl CBOOOIHBIX
JIETKUX LNl U OTHOIICHHE KA

Ouenb xopommas dFLC <40 mr/n

YaCTHYHBbIN OTBET

(0X40)

YacTuuHbIii OTBET Camxenne dFLC > 50%

(40)

Her orBeTa (HO) Hwuoxe yeM 4aCTU4HBIN OTBET

IIporpeccus N3 T1O- 11060i1 0OHapyKMBaeMblii MOHOKJIOHAJIbHBIN O€NoK

WM HEHOPMaJIbHOE COOTHOIIEHNUE CBOOOTHBIX JIETKUX
Hernew (Jerkas uenb JoJpkHa yasanBatbes). Ot HO -
yBenuuenne Ha 50% ceiBopoTouHOTO O6€nka M 10> 0,5 1/
11 wii Ha 50% yBenuuenue 6enka M B moue 10> 200 mr /
JieHb ( BUAMMBIN MUK JTOJKEH MPUCYTCTBOBATH).
YBenuueHue coyiepkaHus JIETKOU 1enu 0e3 CHIBOPOTKU OT
50% no> 100 mr / n

Kpurtepuu orBera Ha Tepanurw POEMScunapoma (DispenzieriA., 2017) [27]

Hapamemp Yuumowieaemovie | Honnviii omeem | Yayuwenue | Ilpozpeccusn
3HAYeHUs (1 napamemp
u bonee)
YpoBeHb 2 HOPMBI Hopwma Ywmensbiienu | [loBbienue
VEGF B e Ha 50% ot | Ha 50% ot
rjasme HUCXOJHOTO | MUHHMAaJIbHOT
0 YPOBHS
M rpaaueHt 0,5 r/nn (nos OtpunarenbHas CHmxenne Poct Ha 25%
OXYO); I r/mn | ummyHOodukcaru | Ha 50% OT UCXOJJHOTO
(mg HO) sl CBIBOPOTKH MIpU YPOBHS
KPOBH M MOYH 6oxee 0,5 r/m
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[I9T/KT [To kpaiinen Her nakornenust | 50% 30% pocrt
Mepe oauH ouar | POII CHUKCHUE CYMMBI
C CYMMBI SUVmaxort
runepukcanme SUVmax HaMMEHBILIETO
u POII YPOBHS IIpU
3TOM JIOJKEH
OBITH 11O
KpaliHeN Mepe
4 SUVmax
WIH
MOSIBJICHUE
HOBBIX 04aroB
MNIS+7 VY Bcex - Cumxenue | [loBeiienue
POEMS MalKeHTOB Ha 15% ot Ha 15% ot
UCXOJITHOTO, | UCXOZAHOTO, 110
10 KpalHEeW | KpallHEeW Mepe
mepe Ha 10 | Ha 10 Oamios
OaJIIOB
Acuur, Nmerotcs OTCyTCTBYIOT VYayumenune | YXyAueHue
TJIEBpaIbHBIN Ha | 6amt o | Ha 1 G6ayn o
BBITIOT, OTEKU IKase IKasue
CTCAEor CTCAE ot
UCXOJHOTO | HICXOAHOIO
Cucronuyecko | >40 MM.pT.CT. - <40
¢ JIaBJICHHE B MM.PT.CT.
MpaBoOM
KEITYJOUKE MO
JTAHHBIM
OxoKI'
Otek nucka Nwmeercs - OrcyrcTBYeT | YXyaueHue
3pUTEIBHOTO Ha | Gamt o
HEpBa IKasne
CTCAE
DLCO <70% >70%o0xunaemor | - Yxynuienue
0KHJ1aEMOT0 0 Ha 1 O0amr mo
TIKasne
CTCAE

4, TIOKA3AHUSA 5 TOCIIUTAIM3AIIUU C YKA3ZAHMEM THIIA
TI'OCIIMTAJIM3AILINMA:
4.1 IToxka3aHus 1J MJIAHOBOM rOCIIUTAJIN3ALMH
®  [POBEACHUE KYPCOB XUMHUOTEPAIINH;

®  TIPOBEACHHUE PECTATUPOBAHUS OCHOBHOTO 3a00JICBAHUS,
e  MOOMJIM3AIMS F€MONOITHYSCKHUX CTBOJIOBBIX KJIETOK;

®  ayTOJOTMYHAs TPAHCIUIAHTALMSA T€MONO3TUYECKUX CTBOJIOBBIX KIIETOK.
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4.2 IlokazaHus JJ5 IKCTPEHHON rOCIUTAIU3ANUM:

aKTHBHas (CUMITOMHAs1) MUEJIOMa BIEPBBIC BBISIBIICHHAS;

MPOTPECCUSI WIIH PELIMINB MHOXECTBEHHON MUETIOMBI,

HapylIeHUEe CO3HAHUS B CBS3HM C CUHAPOMOM ITOBBIIICHHON BSA3KOCTH;

OCTpasi oYeyHasi HEJ0CTATOYHOCTh Ha (POHE MUETOMHOM HedponaTUu;
WH(EKITMOHHBIC OCJIOKHEHUS (TeHepaln30BaHHAS TepHeTHYecKas WH(EKIns,
CEICUC, THEBMOHUSA U JIp.).

5. TAKTUKA JIEYUEHUS HA CTAIIUOHAPHOM YPOBHE:
5.1 kapTa Ha0J/II0IeHUA MALMEeHTAa, MAPIIPYTU3alusl allHeHTa
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NauwesT ¢ enepesie
SatRENEHHON MM

KE*W“S‘BL'CW ]

s "\

BA
Bo3pacT mexee 65-70 net
Her 3Ha<umoN KOMOpOUaHOCTH

l

WHAYKUMA
(4-6 xypcos)
Knaccuyeckue cxems!
VCD
V1D
PAD
[pyeue pexomeHdyemsie CXems!
DaravTD
DaraVkRD
IRD

XUMAOTEPLANWIO U TPAHCNNAHTAUWIO
QR

v

C OrpaHnyeHnAMK
BoapacT Gonee 65-70ner

ECTb yMepeHHaR KOMOPOUAHOCTS

l

WHAYKUMUA
(4-6 xypcos)
Knaccuueykue cxems
VvCD
V1D

\

PAD
Lpyaue pexomerHGyemsie Cxems!
DaraVTD
DaraVRD
IRD

NpoMexyTo4YHOe pecTagupoBaHKe nocne 2-X KyPCoB, NPU OTCYTCTEMM OTEBETa MK
NPOrPecCHr- CMEHa Tepanun

Y

| Olerka OTBETa NOCNE 4 Kypcos

- Y .
200mg/m2+ayTorCK Oropen ;':;';:og*
(0anHoyHas nn | naberaTs BKIONEHNE
TaHAEMHaR) mendanana) . X
Paccmotpenne AyToTKM
‘ nus0 |
NpogonkuTte
Nopaepxueaowan ‘ au::ilgru-mue Kypchi 40
Tepanus B Cnyyae JOCTIREHNR OT8ETa | G C R
Nenanugommzom VN paccMoTpeHue AyTOTKM. | Decramgzeam; Kaxawie
Tanuaomuzom ANA TpM OTCYTCTBUM OTBETA-CMEHA Rppe
BopresomuGom NN Tepanum ‘ ‘
WKCa30MIGOM He MeHee 2 | . ﬂw:ms:amaa
net epan
Nexanuaomuaom MNA
Tanngomngom AU
Bopresomubon WA
 VikcazommBom He mexee 2
\ net

v

HET
BoapacT Gonee 70-75 net
| EcTe TRXENaR KOMOPOMAHOCTS

l

WHOYKUMA
(4-6 kypcos)
Knaccuveckue cxems!
MPT
VMP
Rd
RCD
CTD
MP
Lpyzue pexoMeHOyEMbIE CXEMb!
DaravVMmP
DaraRD
DaravCD
IRD

|

/

v v

NpogomenTs go 9-12

KYDEOB . ¢ Bropan nuHuA

NPOBELEHVEN
pecTagnMposanna
raxaoie 2-4 kypea,
+/- NOAASPHMEIIOWAR

Tepanua
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5.2 HemeauKaMeHTO3HOE JIeUCHHE
- PesxuM: 00IICOXpaHUTEIIbHBIN
- ImeTa: cton Nel5 (o6mas).
e [Ipu nmouyeyHol HETOCTATOYHOCTH UCHOJIb3yeTCs aueTa No7.

JlyueBasi Tepanusi.[70]
o JlyueBas Tepamnus y MalMEHTOB ¢ MHOKECTBEHHOW MHUEIOMOM IOKa3aHa IpH
KOMITPECCUU MSTKOTKaHBIMH OOpa30BaHUSMH CHUHHOTO WM TOJIOBHOTO MO3Ta,
YEPEIMHO-MO3TOBBIX WJIM CIHUHO-MO3TOBBIX HEPBOB MPU HAJUYHH CHMITOMOB H
HeA(DPEKTUBHOCTH XUMHUOTEPAIINN;
JlyueBas Tepanusi HE JOJDKHA PYTHHHO HCIIOJIB30BATHCS y IEPBUYHBIX MAIICHTOB C
MHO>XECTBEHHOM MMEIIOMOM, TMOCKOJIbKY MOKET MPUBOJAUTh K CHIDKCHHIO
KJIETOUHOCTH KOCTHOT'O MO3Ta M CHIKAaTh BEPOSITHOCTH 3a00pa JIOCTATOYHOTO IS
ayTOJOTUYHOM TPAHCIUIATHAIIMK KOJIMYECTBA T€MOIOATHYECKUX CTBOJIOBBIX KIIETOK;
Pexomenmanru NCCN, npuHIUIIBI JTy4eBOM Tepanuu:

> OpauHOuYHBIE KOCTHBIE U BHEKOCTHBIEe ouaru- JIT (40-50Ip).

5.3 MegukaMeHTO3HOE JIeUeHHE
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Taoauna. Cxembl XMMHOTEPANINN, HCIIOJIb3yeMble 11 Jedenuss MM.

Jlnaun IpeanouTuTebHbIE PEKUMBI Jlpyrue pexumbl

Tepanuu

IlepBas boprezomub/Luknodocdan/dexca | Kapbumomubd/nenanuaomu/nexcame

JINHUA metasoH (CyBorD umu VCD) (VI | tason (KRD) (VA - A)

Tepanuu JJd | - A) Hkcazomub/neHamnnoMun/ nekcamera

namueHToB, | boptezomub/Jlenanumomun 30H (IRD)

sapisiiomuxce | //lekcamerason (RVD) (Y] — B) boprezomu6/JlekcameTazon

| Bbopre3omu6/dokcopyounmn/dekc | (Vel/Dex wm VD) (YA — A)

kanauaaram | ametasod (PAD) (Y- A) boprezomu6/Tanunomua/Jlekcamera

n Ha TKM 30H (VTD)

(omeHKa Huknodochamuy/meHaTuIoMu )/ 1eke

0oTBETA MOCJIe amera3oHn (RCD)

2 KYpCOB Jlenanumomun/aexkcamerason (RD)

XT) YA-A)
JlexcameTa30H/TaTuIOMHI /I CILIAT
WH/ToKcopyouImH/uukiaopochamma/
stono3ui/6oprezomud (VTD-
PACE) (Y1 - B)
* lapatymyma6/kappunzoMud/aeHan
unomu/nekcamerazon (DarakKRD)
Haparymymab/muknodocdamu/6op
Te3omu6O/nekcamerason (DaraVCD)
Haparymyma6/60pTe3oMub/Tanumaom
una/nekcamerason (DaraVTD) (VI —
A)
HapaTtymyma6/60pTe30Mu0/IeHamug
omu/nekcameTa3on (DaraVRD)
JlexcameTa3oH/TanuIOMHM I/ IIUCILIIAT
WH/ToKcopyouruH/uukaopochamma/
stono3ua/6oprezomudg (VID-
PACE)

IlepBasn boprezomu6/Iuknodocdan/dekca | *Kapdumzomud/nenamaomun/ nexca

JIMHUSA metazon (CyBorD nau VCD) (YA | merazon (KRD) (V- A)

Tepanuu AJs | — A) *Kapdmmomud/muknodochamu/ nex

NamueHToB, | JIeHaIMIOMUI/HIU3KUE HO3BI cametasoH (KCD)

HE nekcametasod (Rd) (VI -A) Hxcazomud/neHanuaoMun/ neKkcamer

spasiiommxce | boprezomub/Jlenanumomun/Jlexca | azon (IRD)

s meta3oH (RVD) (VY — B) bopte3zomut/JlekcameTazon

KaHIuIaTam (Vel/Dex wim VD) (Y -A)

u Ha TKM [Huxnodochamuy/neHamuaoMu )/ 1ekc

(oumenka ametasoH (RCD)

oTBeTa JHapatymymab/neHanuioMu 1/ IeKcame

Kaxkable 2-4 ta3oH (DaraRD) (Y —A)

Kypca) Jlapatymyma6/60opre3omutd/Mendaian

/mpeaan3on (DaraVMP) (Y1 — A)
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HMaparymyma6/mknodocdamui/0opt
e3omu0/nekcamerason (DaraVCD)

Monnep:xuBa | boprezomuod (Bor) (VI - A) Bbopre3omu6 (Bor) (YA -A)
o1 Jleramanomun (R) (Y —A) Jleramunomun (R) (VI — A)
Tepanus Tamumomup (Thal) Tamumomun (Thal)

NxcazomuoO (1) NkcazomuoO (1)
Tepamnus bopresomub/nenanunomuna/nekcam | benpamyctun/6opresoMud/aexcame
peunauBupy | erazoH (Y -B) Ta3oH (Y — B)
onei/ Hkcazomub/nenanuaomu/nexkcame | beHmaMmycTrun/IeHamuIoMu )/ iekcame
pedpakTepH | Ta3oH Ta30H

Ol MHEJIOMBI

Hapatymyma6/60pTe3omMud/aexcam
eta3zoH (DaraVD)(YA - A)
JlapaTymymab/neHamugoMu1/aekca
meta3on (DaraRD) (Y - A)
*Kapduizomub/nekcametazon
*Kapdunzomud/neHannioMu/ ek
cameTa3oH
*Inoty3ymad/neHaIMI0MU T/ IeKca
METa30H

bopte3omu6/mokcopyouiia
JIMITIOCOMAJTbHBIN/ICKCaMETa30H
boprezomutd/I{uknodocdan//lekcame
Ta30H
*Kapdumzomub/Luknodpochamun/le
KCaMeTa30H
Huxnodochamma/menamuaoMuy/ aeke
aMeTa30H

Bopte3omub/nekcamerazon
Hapatymyma0
Japatymyma0/moMaiuoMu 1/ iekcam
€Ta30H

* Jlaparymyma6/kaphusoMud/nexkcam
€Ta30H
*Imory3ymab/6opTe3omMubd/nekcameTa
30H
*ImoTy3ymMad/moMaIOMHI/ ICKCaMe
Ta30H

HUxkcazomunb/nexcamerasod
Jlenanmunomu/nekcaMeTa3oH
*[TanoOuHOCTaT/O0pTE30MUO/ TEKCaMe
Ta30H

*[TanoOuHocTat/kaphuI3oMud
*[TaHOOMHOCTAT/TICHAIMIOMU/ IeKCa
METa30H
[Tomammomu/mukodochamuy/ mekc
aMeTa30H
[Tomammomu/neKcaMmeTa3oH
[Tomammomu/60pTe30Mub/TeKCaMeT
a30H
[Tomamnomu/kapdunzoMud/aexcam
€Ta30H

bengaMycTuH
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JlexcameTazon/kiodochamu/Ton
03U/ IIUCIUIATAH/
JlexcameTa30H/TaIu AOMH I/ IUCIIIATH
H/IOKCOPYOHIHH/IIUKIIOhochamu /T
oro3u1/+ 60pTe30MHO

Bricokue 10361 ukiiodochamuaa
JlexcameTa3oH/ I TapaOrH/ITUCTIATHH
*CemuHekcop/0opTe30MHuO/IeKcamMeTa
30H (O/IMH Pa3 B HEAECIIIO)
*Texymcramad

* B coomeemcmeuu ¢ npagunamu npumenenus nezapecucmpupogartvix JIC.

HNupykononnas tepanus. IlokazaHuem [ Hadala SBISAETCS  YCTAHOBJICHME
JMarHo3a CHMITOMHON MUEJIOMBI.
Onpenesienue crparerum Jedyenusi. HauanbHas Tepanus MamueHTOB ¢ CAMITOMHOM
MM 3aBucHT OT cTpaTU(UKAUU pUCKA, MPUTOJHOCTH JUIsl ayTOJIOTMYHOMN
TpaHCIUIaHTAMK TemonodTudeckux kieTok (ayroTT'CK) u AOCTYIHBIX PECypCOB.
Her enmHOro MHEHHMS OTHOCHUTENBHO IPEANOYTUTEIBHOIO PEXUMA WHIAYKLIHMH, U
Pa3HbIE CIIEIUATUCTHI UCIIOJIB3YIOT PA3HBIE PEKUMBI.
Hamuentbi-kanauaaTbel HaA ayToTI'CK, monydaroT WHAYKIIMOHHYIO TEparuio B
TE€YEHUE YETHIPEX-IIECTU LIMKIOB MHAYKIIMOHHOW Tepanuu nepes cOopoM CTBOJOBBIX
KJIETOK, YTOObl YMEHBIIUTh KOJMYECTBO OIMYXOJIEBBIX KJIETOK B KOCTHOM MO3I€ U
nepudepruyeckol KpOBU, YMEHBIIMTh CHMIITOMBI U BBIPAKEHHOCTb IOPAKEHUS
opraHoB-muiieHeid. CTBOJIOBbIE KIETKM MOTYT OBITh COOpaHbl B 3TO BpeMms,
HE3aBUCUMO OT TOIO, HCIOJIB3YETCSA JIM CTPATErWsl PaHHEW WIM OTCPOYECHHOU
TPAHCIUIAHTALIUH.
OcCHOBHBIE BapuaHThl WHUIMAIBHOW TEpanmuyd Yy [alMEeHTOB-KaHAUAATOB Ha
ayroTI'CK: VCD, VTD, VRD, DaraVTD, DaraVRD, IRD[28-35].

AYTOJIOTHYHAS] TPAHCIUVIAHTALUM TeMONMOITHYECKHMX CTBOJIOBBIX KJIETOK.
[Ipn ycnoBum pnoctmxeHns orBeta He xyxke, yeM OXUYO B COOTBETCTBHH C
kpurepusimu  IMWG  (A). Tlpu npoctmwxennn YO, mpoBOAUTCS HA YCMOTPEHHE
TPAHCIUIAHTALIMOHHOTO LIEHTPA.

AyToTI'CKBKIIIOYAET cjieyIolue dTaMbI:

MoOunu3anmus u cOOp TeMOIMOATHYSCKHX CTBOJIOBBIX KIETOK KpoBH. Hambomee
YacTO HCHOJBb3YEMBIM PEKUMOM  SIBISIETCS  COYETAHHME XUMHOTEPANEeBTUUYECKUX
npenapatos  (uuknodochamuaapnoze2-4r/m?, >Tomo3uaa MAP.) M PAHYJIOLUTAPHOTO
koJioHuectumyaupytomero (akropa(I'-KCD)B nozeSMkr/kr/cyr. B HeKoTOphIX
coydasx [-KC® mnpumensercs B MoHOpexuMe Ha ()OHE CTaOMIBHOTO COCTOSHHS
kpoBeTBOpeHus: (B mo3e 10 mkr/kr/cyt). [35-36]. MHTEepBan or mMoOWIM3aldU [0
Hayayia mpeATPaHCIUIAHTAIIMOHHOTO KOHAWIIMOHUPOBAHUS JOJIKEH COCTaBISATH OT 2
1o 4uenens. Beicokue n03b1 Mendanana ¢ nociaenyromnieid ayroTT'CK.Mendanan 200
MI/M2 BHYTPUBEHHO SIBIISieTCS CTaHAapTHBIM pexxumoMm mepen aytoTI'CK.
[IpeAnoYTUTENbHBIM UCTOYHUKOM SIBISIOTCS T€MOIO3THYECKUX CTBOJIOBBIE KIIETKH
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nepudepudeckoit KpoBU, a He KOCTHBIN MO3T [37].
[Ipu BeIpaxkeHHoM HapymeHun ¢GynHkiun nouek(CKO<30mn/mun), He Tpedyromem
MPOBEICHUs TeMONAIIN3a, 11eJIecO00pa3Ho CHUXKATh 103y Mendanana 1o 140 mr/m2.
TanaemHas TPAHCIUIAHTALMS [38]. OnauMm u3 BAPUAHTOB
KOHCOJIMOUPYIOUIETO JIEYEHU MOXKET paccMmarpuBaTbes BTopas ayroTI'CK. B
oTHoIeHUU BbinonHeHuss BTopod aytoTT'CK mpu MM no Hacrosdmiero BpeMEHH He
JAOCTUTHYTO €JMHOr0 MHEHMS, XOTs 3HaUMMble IpenmyiiectBa ABoiHon aytoTI'CK
npeacTaBieHsl B uccnenoBanusax B. Barlogie. Tannemuas aytoTT'CK conpoBoxaanach
JAy4IIUMH pe3yJdbTaTaMU IO CPAaBHEHHIO C OJHOKPATHOM TpaHCIUIAHTAlMEd U
craumaptHoi Ttepanueit. ['pymma IFM  nokazama, uyro Btopas ayroTI'CK
MPEAOCTABIISAECT MPEUMYILECTBA B BBDKMBAEMOCTH TOJIBKO Y MALIUEHTOB, C OTBETOM
Hmxe yem 1O nmocne neppoit ayroTI'CK. Takum oOpazom, Tanaemnas ayroTI' CK
MOXET paccMaTpuBarhbCsA ISl MalueHToB, He apocturmmx [I0 mocne mnepsoi
ayToTI'CK, nipu noctarounoM konudectBe I'CK. CTOUT OTMETUTH, UTO TaHJAEMHAs
AytoTI'CK He sBisieTcs 00s3aTeIbHBIM METOJIOM M NPOBOJUTCS HA YCMOTPEHHE

TPAHCIVIAHTAIIMOHHOI'O OCHTPA.

3anaHupoBaHHas JBOMHAS TPAHCIUIAHTAIIMS BBIMONHSAETCS B TEYCHUE 6 MECAIEB OT
MOMEHTa MpOBeJCHUS MepBod. ONTUMAaNbHBIE CPOKU Ui BTOPOMl TpaHCIUIAHTAIlMH—
yepe3 3 Mecslla MOocie IEepBOM, MPEABAPUTENILHO OIEHUB CTAaTyC 3a00JICBaHMS

(orcuer Begetcs oT Aarsl nepenuBanuss CD34+kieTok).

[lpuunHbl yBenuueHHUs WHTEpBasia 10 6 MecsueB (HO He Oosee) MOTryT OBITh
CJIETYIOIIUMU:

o JlnurenbHO coxpanstomasics nocie nepBoit ayroTT'CK HeiTpornienus wiam
TPOMOOIIMTOIICHUS;

e Ocrpas (aza renarura (TOKCHYECKOT0,BUPYCHOIO);

e Uudexnmonnsie OCJIOKHEHHUSI (6axTepuanbHbIE,BUPYCHBIC,[PHOKOBHIE),
BO3HUKIIME uepe32- 3 mecsiia nocie nepsoit ayroTT'CK;

e AcTeHuueckui CUHIPOM, COXPaHSIOLIUNCS rocJe 1(50):10)71
ayTOTPAHCILUIAHTALINH;

e 00ocCTpeHHE XPOHHYECKUX 3a00JIeBaHHUI.

[IpyurHaMM OTKa3a OT BTOPOW TPAHCIUIAHTAIIMH, KPOME YKa3aHHBIX BHIIIE, MOTYT
OBITh:

e paHHU# peuunauB (mporpeccupoBanre) MM B TeueHue MEPBOTO roja Mnocjie
TI'CK;

e HEXenaHue O0JBHOTO;
o Tspxenmblii cOMaTUYECKHI CTaTyC OOJIBHOTO;
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e HenocrtaTounoe s TpaHcianTanuu konundaecTBo CD34+ kieToxk.

HOBTOpHaﬂ AyTOJI0rnydass TPAHCINVIAHTANUHA TEMOIIOITHYECCKHUX CTBOJIOBLIX
KJIICTOK.

[ToBTopHyto AyToTI'CK BO3MOXHO paccmaTpuBaTh KakK MOIXOJSALIEE JICUCHHE
A1000r0 ManueHTa ¢ PelUIUBOM IOC]Ee MEPBUYHOM Tepamuu, KOTOpas BKIJIIOYasia
AytoTI'CK ¢ HawanbHOW TPOJOIDKUTEIBHOCTBIO pemuccum> 18 wmecsmes. [39].
Pemenne Bompoca o mnpoBeaeHun mnoBTopHo AyroTI'CK Haxomutcs B
KOMITETEHIIUH TPAHCIUIAHTALIMOHHOIO LIEHTPA.

Kounconuaupyomas tepanusi.

KoHconmupanuio MOXHO paccMaTpuBaTh B KaXJIOM KOHKPETHOM cCiydae st
nareHToB ¢ OXYO nmxe mociie TI'CK [40].Pemenne Bompoca 0O NMpOBEICHUU
KOHCOJIMIUPYIONIEH Tepanuy HAXOAUTCS B KOMIIETEHUMH TPAHCILUIAHTAIMOHHOTO
LHEHTP.AJIVIOTEHHAS] TPAHCIUVIAHTAMM TeMONO3THYECKHUX CTBOJIOBBIX KJIETOK.
Amnorennas tpanciutantanus ['CK, o6sruHo mocne ayrorpancriantaimu ['CK c
KOHJIUIIMOHUPOBAHUEM MMOHMKEHHOW MHTEHCUBHOCTH Yy MALMEHTOB MOJIOXKE 55 JeT
B KauecTBe «front-line-repamuu» wu3ydaercss B KIMHUYECKUX HCCICIOBAHMSIX.

MoKeT MCHOJIb30BaThCS KakK TCpaIiud «pequ[I/IBI/Ipy}oumx/pe(bpaKTeprIx (1)OpM».
[41]

Honnep:xuBarwmas repanus. [locne ayroTT'CK noanepxkuparonyto Tepanuto
pekomenayercs HazHadaTh yepe3 90-100 mueii. [IpeaBaputensHO MPOBOAUTCS
o0cnenoBanue OOIBHOTO JUIS MOATBEPKACHHUS COXPAHSIOLIEr0Ccs MPOTUBOOITYX0JIEBOTO

OTBETa M OTCYTCTBHUS MPOIPECCUPOBAHUS 3200JIE€BAHUSI.

VY nmanuenToB, He aBisonmxcsa kauauaartamu Ha TI'CK, noanepxuBaromas tepanus

nocJie 3aBepiieHus 8-12 KypcoB Tepanuu Tak ke HeoOXoauma.
OcHOBHBIE Npenapatsl I MOAAEPKUBAIOIIEH TEpaIuu:
¢ IMMyHOMOYIATOPHI (JICHATUAOMU, TATUIOMUI)
e [IpoTeocomMHbIC HHTHOUTOPHI (OOpTE30MUO, MKcazoMu0)[42]

B kauecTBe TepaneBTUUECKUX MpenapaToB pacCMaTPUBAOTCI 0OPTE30MUO B J103€
1,3 Mr/m2 kaxapie 2 HEeJIeIu B TeUEHUE 2-X JIET WK JI0 MPOrPECCUU U JICHATUIOMU

B 03¢ 10-15 Mr/cyT B TeueHue 2 JeT WK JI0 TPOTPECCHUHU.

JleyeHue 00JILHBIX C BHepBble TUATHOCTHPOBAHHOM MM, He KaHIMIATOB Ha

BBICOKOI03HYI0 XUMHUOTepanuio ¢ nociaenyromei ayroTT'CK.

IHanuenTsl, KoTOpbIM NpoTUBONOKa3aHa TI'CK, nonyyator ot 8 go 12

KYPCOBUHMITUATILHON TepaNUK TPUILJIETAMHU C TTOCIEAYIONMICH MOACPKUBAIOIICH
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Tepanuel [0 NpOorpecCUpoBaHus 3a00JEBaHUS, €CIU HET BBIPAKEHHOU
TOKCUYHOCTH. Y TAlUEHTOB, HE SABJISIOMIUXCS KaHAMAATAMU ISl IPOBEICHUS
aytosiornyHoi TpaHcmuiantauuu ['CK B kadecTBe HayallbHOM Tepamuyd MOTYT
OBITh HCIIOJB30BaHbI T€ K€ IMPOTOKOJBI XUMHOTEpANUU, YTO M Y JPYTrux
nauueHToB.  Kypcel, Brimoudatromue bopre3omMu0 U BBICOKME  JO3BI
Jlekcamera3zoHa, B OCOOCHHOCTHM PEKOMEHIYIOTCS MalMeHTaM, HMEIOIIUM
MpPOrpecCUpyIoNiee YXYIAIICHUE TMMOYeUYHONH (DYHKIIMM W  IUIa3MOIIMTOMBI,
COIIPOBOXKJAIOIIMECS  KOMIIPECCUOHHBIM ~ CHHAPOM. Y  TAIIMEHTOB, HE
ABJSIIOIIMMCSL KaHJAWJaTaMd Ha ayToJIorThuHyro TpaHcmiantauuio ['CK, B
OTJINYKE OT KaHJUJIATOB, MOKHO HCIIOJIb30BaTh MeJi(pajiaH, OeHIAMYCTHH H
JICHAJTMIOMMJ] — COJIEp>Kalue Kypchl B MEpBOM JMHUU Tepanuu [43-45]. Y
MalMeHTOB cTapuie 65 JeT, OCOOCHHO C OTATOIICHHBIM KapJIUaJIbHBIM
aHaMHE30M, BMECTO JIEKCaMeTa30Ha IIeJIeCOO0pPa3HO HCMOJb30BaTh KYpPCHI

XUMHOTCpPAIINU C MCHCC TOKCHUYHBIM IIPCIHU30JI0OHOM.

OcHOBHBIE BapuWaHTBl HWHULMAIBHOW Tepanuu y nanueHToB-HE
kaHauaaroB Ha aytoTT'CK: VMP, VP, MPT, DaraVMP, DaraRdu np. [46-48]

Jleuenue peuuauBupyomux/peppaxrepunix popm MM

IIpy mno3gHMX peuwauBax cOycTs 6-12  mMecseB 1mociie  OKOHYaHMS
MPEAIIECTBYIOMIETO JICYCHUS BO3MOXHO BO300HOBIEHHE paHee IPHEKTUBHOM
NEPBUYHON  TEepanuu (re-treatment). KomOuHnanust ooprezomuba ¢
nukinopochamunom u aekcamerazonom (VCD, CVD) sdbdextuBra y 75-82%
MaIMeHToB ¢ peruanBaMu MM, o0nagaeT yMEepeHHO BBIPXKEHHON TOKCUYHOCTHIO U
MOKET OBITh MCIOJb30BaHa JJI IPOBENICHUS Tepauu dTUX O0NbHBIX. [Iyist nedenus
peruanBoB MM Takke MNPUMEHSIOT JAPYTHE€ TMPOTPaMMBl C  BKJIIOYCHHEM
o6optezomuba (VMP, PAD).

[Ipn panHux penumauBax u pedpakrepHoit MM HeoOxomuma cCMeEHa MPOTPAMMBI
JICYCHHUS C BKIIFOUEHHUEM ITPENAPATOB C APYTUM MEXAHU3MOM JECUCTBUSL.

JleueHne mocjaeayumux peunausos MM

OddexkTuBHON TPOrpaMMoOii JieueHUs PEelUIUBOB U pedpakrepHoit MM sBisieTcs
KoMOuHUpoBaHHas Tepanus UM/J] (neHamuaomMu, TAIMIOMUI) U IeKcaMeTa3oHoM. B
JIBYX KPYNHBIX pPaHIOMU3UpPOBaHHbIX HcciuenoBanuax Il ¢a3pl mokazaHo, 4ToO
COUETaHWE JICHAIMJAOMHIA C JEKCaMETa30HOM CYIIECTBEHHO TPEBBIIIAET IO
3 PEeKTUBHOCTH JICUCHHUE JEKCAMETA30HOM B BBICOKOH 103€. [49]

[lepen HauaaoM Tepanuu JEHATHIOMHUIOM HEOOXOAUMO OLICHUTh (DYHKITUIO MOYEK U
MIPOBECTU COOTBETCTBYIONIYIO KOPPEKIIUIO 103bI IIpErnapara.
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PCKOMCHI[aHI/II/I 1O KOPPCKIHUHU OO3bI JICHATNAOMN A B 3aBUCUMOCTH OT KIIMPCHCA

KpeaTHHUHA
Kanpenc kpearunnna (KK), ma\mun Jlo3a jenasamapomuga
>50 25 mr 1 pa3 B IeHb
30 < KK <50 10 mr 1 pa3 B 1eHB
KK <30 15 mr yepe3 aeHb
KK <15 (Tpebyercst remoauanus) 5 mr 1 pa3 B JieHb (B THM T€MOIHAIA3a
110CJI€ MTPOLIETYPhl TeMOIMaIN3a)

B kauecTBe BapuWaHTOB Tepanuu peunauBupyromux/pedppakrepusix dopm MM
BO3MOXXHO pPAacCMOTPETh KypChl C€ HHTHUOUTOpaMU MpPOTEOcOM (MKca3zoMuo,
*kappmwmsomu6)  [50-53], MOHOKJIOHAJIBHBIMH  AHTHTEIAMHU  JapaTymymao,
*3mory3ymad, *mzarykcumad [54-57,64], UMMyHOMOIYJIUPYIONIMMHU TperapaTamMmu
(momanmuaomua) [58], Tak k€ BO3MOXKHO PacCMOTPETh KYpChl XUMHOTEPANHUU C
*CeNMMHEKCOPOM U OHcIienpUIeCKUMU aHTHTeIaMu (*Texrcramal) [62-63]

st nedenus peuuauBos/pedpakrepHoit MM, B TOM duciie y TIAIMEHTOB C MOYEYHON
HEJI0OCTaTOYHOCTHIO. MOXKET MCIOJIb30BaThCsl OEHIAMYCTHH, a TAK)KE €ro COYeTaHUe C
OoprezomMubOM 1 aekcameTa3oHoM. [59] beHnaMycTHH XOpOIIo MEPEeHOCUTCS B 033X
ot 60 Mr/m2 o 90 mMr/mM2, HO yacTo HeoOxoauMa MOAUGUKAIIKS 103 B 3aBUCUMOCTH
OT TpeamecTByromero jaedeHus, ocooenno nocie BIAXT ¢ ayroTI'CK, a Ttakke
MocJie MporpamMM C JUIMTEIbHBIM mpueMoM Mendanana. [losTomy pekoMeHmyeTcs
cTapToBas jo3a mnpemnapara 60 Mr/mM2, Kotropasi MOXET ObITh yBenuueHa 10 70 Mr/m2
unu 90 mr/m2.

[Ipu arpeccMBHOM TEYEHHHM MPOTEKAIOIIUX C JIKCTPaMEAYJUISPHBIM KOMIIOHEHTOM,
MOTYT OBITH HcIOJIb30BaHbI nporpammel VD-PACE, VTD-PACE, DCEP, DHAP[60-
61].

* B coomeemcmeuu ¢ npaguiamu npumeHnenus Hezapecucmpuposarnvix JIC.
Tepanus apyrux 3J10Ka4eCTBEHHbIX IJIA3MOKJIETOYHBIX HOBOOOpa3oBaHuii (AL-
amujion103, POEMS-cunapom, ocTpblii MJIa3MOKJIETOYHBIH J1eiHK03).
[IpoBOAMUTCS COTJIACHO CXeMaM JICUeHHUS MHOKECTBEHHON MHUEIOMBI.

OcHOBHBIE CXEMBI XUMHOTECPAIINH

bopre3omuno+/lokcopyonuun+/lekcamerazon (PAD)*kypc noBTopsieTcs Kaxablii
21 nenb. IlepepsbiB Mexkay kKypcamu 10 gHEn.

Bopre3zomu6 (PS-341) | bopre3omu6 1,3 mr/m2 n/k wiau B/B, i 1, 4, 8, 11

JoxcopyOuumn JoxkcopyOutun 9 mr/m2 B BUjie MOCTOSSHHOM MH(Y3UU WU
e)KeJHEeBHO 0O0II0CHO, JHM -4
JlekcameTa3oH JlexcameTtazon 40 Mr B/B Kall. WK BHYTPb, | UK — THU

1-4 u 8-11, manee — nau 1-4
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* [[ns nposedenust npooieHHOU uH@y3uu 0oKCcopyouyuna Heobxoouma yCmaHosKka
YeHmpaibHO20 8eHO3HO20 Kamemepa

bopre3zomuo+/lekcamerason (Vel/Dex mam VD)kypc mnoBropsiercss Kaxabid 21
nenb. [lepeppiB Mexny kypcamu 10 nHen.

1-4 kypchl

Bopre3omut (PS-341) bopre3omu6 1,3 mr/mM2 n/k v B/B, au 1, 4, 8, 11

Jexkcamera3on Jlexcameras3oH 20 Mr BHYTPb WIM BHYTPUBEHHO, THU
1,2,4,5,8,9,11,12

5-8 Kypchl

Bopre3zomut6 (PS-341) bopre3omu6 1,3 mr/mM2 n/k wim B/B, 1 1, 4, 8, 11

Jexkcamera3oH JlekcameTa3on 20 M BHYTPb WIA BHYTPUBEHHO, THU
1,2,4,5

Bbopresomuo+Jlenaammaomuat/dexcamerazon (VRD). Kypc moBTopsgaeTcss Kask bl
21 neus. I[lepeprlB MOy KypcaMu 6 JHEN

Bopre3zomu6 (PS-341) | bopre3omu6 1,3 mr/m2 n/k viau B/B, nuu 1, 8, 15

Jlenaauaomug Jlenanunomup 25 Mr BHYTpb, aau 1-14

Jexkcamera3oH Hekcamera3on 40 Mr BHyTpb WM BHYTPUBEHHO, THU 1,
8,15

Hukaodpochamuntboprezomnd+/lekcamerason (CyBorD mwiu VCD) kypce
noBTopsiercs Kaxaplii 21 nenp. IlepeppiB Mexay Kypcamu 6 THEM.

ukaodochamun 300 Mr/m’BHyTpUBEHHO B 1, 8, 15 nHu

Bopre3omu6 (PS-341) 1,3 mr/m? BayTpuBenHo B 1,4, 8 u 11 nnu

JexcameTa3oH 20 Mr nepopaJibHO WM BHYTPUBEHHO B THU 1-2, 4-
5,8-9,11-12

boprezomuo+Meadaaan+IIpenunsonon (VMP). Jleuenue Bo300HOBIsAETCST HA 35

JICHb

Bopre3zomut (PS-341) bopre3omu6 1,3 mr/m2 ni/k wnu B/B, uu 1, 4, 15,
22

Meadaian Mendanan 9 mr/mM2 BHYTpb, aHU 1-4

IIpeaHun30/10H [Tpeaaunzonon 60 Mr/m2 BHYTpS, aaH 1-4

Meadaaan+IIpequuszonon+Tamuaomuag (MPT). Jleuenue Bo300OHOBIsIETCH HaA 43

JICHb
Tanuaomusa Tanumomup 100-200mr BHYTpS 1-28 nHu.
Meadanan Mendanan 0,25 mr/kr (Jiumam crapiie 75 aet
ucnoJib3oBath 0,2MI/KT) BHYTPS, AHH 1-4
IIpeann30/10H [Tpeann3050H 2MI/KT BHYTPS, 1HH 1-4
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Tanunomua+ Jlekcamerazon(Thal+Dex) kypc moBTopsieTcsa Kaxapie 28 qHEH.

ITepepbIB Mex 1y Kypcamu 7 THEU.

Tanuaomug

200 mMr BHYTpB KaxIbli JeHb Kypca. CTapToBas
no3a SOMr B aeHb, yBenudeHa ;10 100 mr B 1eHb Ha
15 nenb kypca u 1o 200Mr B eHb ¢ 1 qHSA BTOPOTO

Kypca.

JlekcameTa3oH

20-40 mr BHYTpH (MU BHYTpUBEHHO) B 1-4, 9-12,
17-20 nuu kypca

bopre3zomuo+Tammmomuat Jlekcamerazon(VTD) kypc mOBTOPSETCS KaxIble

28 nHeil.
Tanugomua Tanumomup 100-200mr BHYyTpS 1-21 aHUM
JlekcameTa3oH Jlexcamerazon 40 mrB 1, 8, 15, 22 nuu
bopre3omud boptezomu6 1,3mr/m2 n/k unu B/B 1,8,15,22 nuu

Jlenaanpomuna +/lekcamera3on (RD)Kypc noBTOpsieTCS KaxKable 28 qHEr

JleHaaugomMug

25 mr BHYTpb 1pa3 B eHb, ¢ 1 o 21 neHb

JlekcameTa3oH (BbICOKHE
103bI1)

40 mr 1 pa3 B gens B 1-4; 9-12; 7-20 1HHM MepBBIX
4—X KypcoB, Mpu HOcIHeAyrmux Kypcax ¢ 1 mo 4
JIEHD

Jlenaanpomua +/lekcamerazon (Rd)kypc noropsiercst Kaxaple 28 nHen

JleHaauaomMug

25 Mr B neun ¢ 1 mo 21 neHn

JlekcameTa30H (HU3KHUE

J03bl)

40mrB 1,8, 15 u 22 nau

dexcamerazontllurapadun+llucniuarud (DHAP) kypc nmoBropsieTcs Kaxaple

21 anen. MakcumanbHO 3 Kypca.

Jekcamerazon 40 mMr BHYTpb WJIM BHYTPUBEHHO B 1-4 nmHH Kypca

urapadbun 2000Mr/Mm? B/B MH(Y3Hs B TeUeHUE 2-3 4acoB
Kaxable 12 yacoB BO 2 I€Hb Kypca

HucniaaTun 100 mr/m? B/B B Teuenne 24 yacos B 1 ieHb Kypca

bennamycrun (Bendamustine)xypc nosropsiercs kaxasie 21 aueil. MakcumanbHO 8

KYPCOB.

bengamycTuH

60 Mr/m? B/BB TeueHue 2 4acoB B 1+2 qHU Kypca.
CymmapHas 103a Kypea 120mr/m?

bennamycrun + Ipennn3o101 + boprezomud + Taanaomun (BPB) xypc

MOBTOPSIETCS Kax/ble 28 THEH.

benpamycrun

CymmapHas 103a Kypea 120mr/m?

60 mr/m? B/BB TeueHHe 2 9acoB B 1 U 2 1HH Kypca.

IIpeaHu30s10H

100mr BHyTpp B 1,2,4, 8 11 11 aam
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boprte3omuod

1,3mr/m?B/B6OMIOCHOB 1, 4, 8 11 11 mHM

Tanuaomug

200 mMr BHYTpB KaxIbIi AeHb Kypca. CTapToBas
no3a S0mr B aeHb, yBenudeHa 10 100 mr B 1eHb Ha
15 nenb kypca u 1o 200Mr B 1eHb ¢ 1 qHSA BTOPOTO

Kypca

bennpamyvcerua+Jlenaanaomuat/lekcamerazon (BRD). Jledyenune B0300HOBIIAECTCSA

Ha 29 neHn

bennamycrun bennamyctun 75 mr/m2 B/B, anu 1, 2
Jlenasuaomua Jlenanunomun 10 Mr BHYTpS, 1HH 1-21
JlekcameTa3oH Hexcamerazon 40 Mr BHyTph WM B/B, 1M 1, §, 15,

22

benpamycrua+boprezomuo+/lexkcamerazon (BBD).JleueHre B0O30OHOBIISIETCS HA

29 neHb

benpamycTun bengamyctun 70 mr/m2 B/B, nuu 1, 4
Boprte3omuod bopre3omu6 1,3 mr/mM2 n/k wm B/B, 1uu 1, 4, 8, 11
JlekcameTa3zoH Hexcameras3on 20 mr BHyTps B 1HU 1, 4, §, 11

JlekcameTra3zoH +

Tamupomuay + Hucmiaarun +  JlokcopyOunmH

+

Huxaodochamua +Ironozua(DT-PACE)

Kypc moBropsiercss kaxasle 28 qHEl, eciiu abCOIIOTHOE KOJIMYECTBO HEUTPODUIIOB
oosiee yeM 1000/mxa1 u TpoMOo1uToB 6osiee 100000/ M.

Jexkcamerazon 40 Mr BHYTpb €K€JHEBHO B TeueHue 1-4 neHp
Tanuaomuna 400 Mr BHYTpb Ha HOYb
IucmiaTuu® 10 mr/m%/cyt (o6mas no3a 3a muka 40 mr/m?) B
BHJIC 4-THEBHOM HEMPEPHIBHOM 24X 4acOBOM
uHbYy3UU
ukJjaodochamug* 400 Mr/mM?/cyT B BUie 4-THEBHOI HEIIPEPHIBHOM
y pep
24x yacoBoi nH(Py3uu (0dmas no3a 3a uukia 1600
Mr/M?).
rono3ua* 40 MF/MZ/CyT B BUJIE 4-THEBHON HENPEPHIBHOM 24X
yacoBoii nH(y3uu (ob1mas 103a 3a muKa 160mMr/m?)
OKCOPYOMIIMH 10 MTr/M?/ cyT B BUJE 4-THEBHOW HENPEPBHIBHOM
py y pep

24x yacoBoi nH(py3un (0bmas mo03a 3a nuki 40
Mr/M2)

* Hucnnatun, Huknodochamun u 3Tomo3u MOTyT CMEIIUBATHCS B OJJHOM
¢rakoHe PU3HOIOTUYECKOTO PACTBOpA XJIOpUIa HaTpus 00beMOM He MeHee | muTpa
¥ BBOJUTCS Yepe3 OJUH X0/ [IEHTPaJIbHOI0 BEHO3HOTO Karerepa
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Tal-Dex + Iukaodochamun

Tanuaomug

100 vy 200 Mr BHYTpb €KETHEBHO

JlekcameTa3oH

160 mr/mecs (40 mr B/B 1-4 qau Kypca)

Huxnodochamun

1000 mr/m? B/B B Teuenue 1 yaca B 1 1eHb Kypca uim
50-100mr/neHp BHYTPH exXeaHEBHO. [l03a cHIKaeTCs
10 50 Mr/cyT npu CHIDKEHUU HEUTpopuinoB meHee 1
THIC/MKJI ¥ TpoMOOo1IuTOB MeHee 30 Thic/MKi. [Ipu
neiikorneHny MeHee 0,5THIC/MKI Tepanus
1ukIodochanoM BpeMEHHO MPEKpaIaeTcsl.

BbopTtesomuo+/dexkcamerazon+Incnaarua+oxkcopvonmma+Inkinobochamua+d

Tono3ua (VD-PACE). Jledyenne BO30OHOBISICTCS IPH IOJIHOM BOCCTAHOBIJICHUH
roKasaTeser KpoBy Ha 29-36 qHu

bore3omub boptezomu6 1,3 mr/m2 B/B ctpyitHo, n1uu 1, 4, 8, 11

JlekcameTa3oH JlexcameTazon 40 mMr B/B WM BHYTPb, THU 4—/

HucniaTun [Mucnnatun 10 mr/mM2 B/B 24-yacoBast uHQy3Us, THU
4-7

JloxkcopyOuumnn Hoxcopyourun 10 mr/m2 B/B 24-yacoBasi uHGY3u,
nHu 4-7

Huxnodochamun Huxnodochamua 400 mr/m2 B/B 24-yacoBas
uHy3us1, 1Hu 4-7

ITONO3UA Orono3up 40 mr/m2 B/B 24-yacoBas uHpy3us, JHU 4-

7

I'-KC® npu cruscenuu uucna netikoyumos menee 1 x109/1 0o soccmarnosnenus

VPOBHS HeUMpoPuio8

Jlekcamerazou+IHukiaodbochamua+ITonosua+HucmiaTun

(DCEP).JIeuenue

BO300HOBJIsIETCS Ha 29 I€Hb
[MOKa3aHUSAM

WIN OTKJIaabIBaeTcsa Ha 5-10 mHEW 10 KIMHUYECKUM

JlekcameTa3zoH Hexcameraszon 40 mr B/B, nuu 1-4

Huxnodochamua Huxnodochamua 400 mr/m2 B/B 24-yacoBast
uHdy3wusi, nau 1-4

JTONO3Hq Orono3us 40 mr/m2 B/B 24-yacoBast uHGYy3us, THU |-
4

Hucnuiatun Hucnnatun 15 mr/m2 B/B 24-yacoBast uH(y3us, JTHU
1-4 (mo3a cHMXKAETCS MPHU MOYECTHOM
HEJIOCTATOYHOCTH)

G-CSF G-CSF ¢ 5 nHs 10 BOCCTAHOBJICHUS YPOBHS
HeHUTpodmIoB
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JlapaTymymao (MoHOTEepanusa):

Japatymyma0

Hapatymyma6 16 Mr/kr B/B wiin 1apaTrymymad
1800mr m/x

1 pa3 B Henento B 1- 8 Hepenu,

1 pa3 B 2 Hepenu B 9 - 24 Henenu,

1 pa3 B 4 Hepenu ¢ 25 Heaenu U Janee 10
MPOTrPECCUPOBAHUS WU 0 PA3BUTHS
HEMEPEHOCUMOCTHU

Bbopre3zomud+ Jlekcamerazon+Tdaparymymad (DVA) :

JMapatymyma0

Haparymyma6 16 mr/kr B/B unu gaparymymad
1800mr 1/x

1 pa3 B Hexemto B 1-9 Henento,

1 pa3 B 3 Henenu B 10-24 Henenw,

| pa3 B 4 Henenu HauMHAsA ¢ 25-1 HEJIENIN U TAJIee 10
MIPOTPECCUPOBAHMS 3a00JICBaHUS WIIH JI0 PA3BUTHS
HETNEPEHOCUMOCTH

Bopre3omuod

boprezomu6 1,3mr/mM2 n/k wiu B/B, 1uu 1,4,8,11
(umkJel 1-8).

JlekcameTa3oH

Jexcameta3on 20Mr BHYTPh WIH B/B, JHH
1,2,4,5,8,9,11,12 (uukisr 1-8)

Jenaaunomua+/lexkcameraszon+daparymymad (DRd).

Japatymyma0

Haparymyma6 16 mMr/kr B/B unu gapatymymad
1800mr n/k

1 pa3 B Hepemnto B 1- 8 Henenw,
1 pa3 B 2 Henenu B 9 - 24 Henenw,

1 pa3 B 4 Hepenu ¢ 25 HeAenu U ganee 10
MPOTPECCUPOBAHUS WIIH 10 PA3BUTHS
HENEPEHOCUMOCTH

JleHaaugomMug

Jlenanunomun 25 Mr BHYTpb, AU 1-21

JlekcameTa3oH

JlexcameTta3on 40 MT BHYTPh WU B/B €KCHEICITHHO

Bopresomuo+ Jenaaunomua+ldexcamerazon+daparymymad (DVRA):

Japarymyma0

Hapatymymab 16mr/kr unn gaparymymad 1800 mr
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/K

Nuaykius (1-4 nukia):

1 pa3 B Henento B 1-3 Henenwy,

ITepepsIB AJ1s1 BEICOKOJO3HOM XUMHUOTEPAITUHA U
ayTOJIOTMYHOW TPAHCIUIAHTAIIUU CTBOJIOBBIX KJIETOK
(Ayto-TKM

KoHconmunanus:

1 pa3 B 3 Heaenu (LMKIBI 5-6)

IMomnepxkka:
1 pa3 B 4 Hepenu (7-32 LMKJIBI)

bopre3omud boprezomu6 1-3mr/mM2 n/k wim B/B, 1uu 1,4,8,11
(txoTel 1-4) 1 IUKITBL 5-6.

Jlenaampomuzg Jlenanunomun 25 Mr BHYTpb, 1HH 1-14

Jekcameraszon JHexcameta3on 20Mr BHYTph WIH B/B, THU

1,2,8,9,15,16 (umkinsl 1-6)

Homaaunomua+ dexkcamerazon+daparymymaé (D-Pd):

Japarymyma0

Haparymyma6 1800 mr n/k

1 pa3 B Hexemnto B 1- 8 Henenw,
1 pa3 B 2 Henenu B 9 - 24 Henenw,

1 pa3 B4 Hepenu ¢ 25 HenEenn U gaiee 10
MPOTPECCUPOBAHUS UIIU A0 PA3BUTHUS
HEIIEPEHOCUMOCTH

Iomanuaomug

[Tomanmuaomu 4 MT OJUH pa3 B ICHb IIEPOPATIBLHO B
nau 1-21

JlekcameTa3zoH

HexcameTra3on 40 Mr BHYTpb UJIU B/B, €XKEHECITBHO
(BCE IIUKJIBI)

Japarymymad +boprezomudo+Mendaaan + [pexausonon (D-VMP):

Jdapatymyma0

Haparymyma6 16Mmr/kr B/B uinu gaparymyma6 1800
MT TI/K

1 pa3 B Hexemnto B 1-6 Henenu,

1 pa3 B 3 Henenu B 7-54-10 HenenH,

1 pa3 B 4 Henenu, HaUnHas ¢ 55-i HeEeIU 110
MIPOTPECCUPOBaHUS 3a00ICBAHUS UITU 10 PA3BUTHSI
HEMEPEHOCUMOCTH

Bopre3omuod

boprezomu6 1-3mr/mM2 n/k, nau 1,4,8,11,22,25,29,32
(umkiel 1); naum 1,8,22,29 (upkisr 2-9)

Ipeanusonon

[Tpenuuzonon 60 Mr BHYTph Win B/B, 1uu 1-4 (1-9
IIUKJIBI)
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Meadganan

Mendanan 9 mr/m2 BHYTpS WiH B/B, 1uu 1-4 (1-9
ITUKJIBI)

JTaparymyma0d +boprezomud+Taannomun +Aexkcamerason (D-VTdA):

Japarymyma0

Haparymyma6 16Mmr/kr B/B min gaparymymat 1800
MT TI/K

Unaykuus:
1 pa3 B Heenio B 1-8 Henenu (LuKIbl 1-2),

1 pa3 B 2 Hegenu B 9-16-10 Hepenu (MUKIILI 3-4),
[TepepsIB AJis1 BBICOKOJO3HOM XUMHUOTEPAITUH U
ayTOJIOTMYHOU TPAHCIUIAHTAIIUU CTBOJIOBBIX KJIETOK
(Ayro-TKM

Konconumanmus:

1 pa3 B 2 Hegenu B 1-8 Hememo(1UKIIbI 5-6)

Bopre3omuod

bopre3omu6 1-3mr/mM2 n/k wim B/B, 1uu 1,4,8,11,
KayKJIOro IMKJIa

Taangomujg

100 MTr B IIeHB €KEIHEBHO B TEUCHUE KAXKIOr'0 IIUKJIa
(28 nueit)

JlekcameTa3oH

HexcameTra3on 40 Mr BBOJSIT IEPOPATBLHO WU
BHYTPUBEHHO B JIHH 1, 2, 8,9, 15, 16, 22 u 23
nukioB 1-2, a takxke mo 40 mr B 1au 1-2 u 20 mr B
MoCJeAYOIIMe JHU A03upoBanus (nuu 8, 9, 15, 16)
UKJIOB 3—4;

nexcameTta3oH 20 mr BBoasaT B aHM 1,2, 8,9, 15u 16
B ITUKJIAx 5-6.

daory3ymao+Jlenamugomua+Jlexcamerazon (EloRd). JleueHune B0300HOBIAETCSA

Ha 29 neHb

y0TY3ymMa0 Onoty3ymab 10 Mr/kr B/B €keHEIeIbHO B 1-M 1 2-M
[MKJIaX, B MOCIEAYIOIUX UKIax |1 pa3 B 2 Henenu

JleHaauaoMug Jlenanumomun 25 Mr BHYTPS, 1HH 1-21

JlekcameTa3oH JlexcameTta3on 40 MT BHYTPh WJIH B/B €KCHEICITHHO

Uxcazomuo+Jlenaanmaomua+/dexkcameraszon (IxaRd). Jleuenue Bo300HOBIIsIETCS HA

29 neHs.

HNxca3zomuod Nkcazomu6 4 mr BHYTpb, AHU 1,8,15

JleHaauaoMug Jlenanumomun 25 Mr BHYTPS, 1HH 1-21
JlekcameTa3oH Hexcameras3on 40 Mr BHyTpb WM B/B 1M 1, 8, 15, 22
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Kapdbuazomuo+Jdenaanaomuat+/dlexkcamerazon (KRd). Jleuenne B0300HOBIISIETCSH

Ha 29 neHn

Kappuiazomuod Kapdunzomud 20 mr/m2 B/B, 1uu 1, 2, nanee B 103¢
27 mr/mM2, quu 8, 9, 15, 16 TosbKO B 1-0M IUKIIE, B
no3e 27 mr/M2 B auu 1, 2, 8,9, 15, 16 B nuknax 2-12.
Hauwnnas ¢ mukia 13 B mo3e 27 mr/m2 B ouu 1, 2, 15,
16.

Jlenaampomung Jlenanuaomun 25 mMr BHYTpb, nHu 1-21

JlekcameTa3oH Hexcameras3on 40 Mr BHyTpb WM B/B 1M 1, 8, 15, 22

Jleuenue npooondicarom 00 NpoOSPeccUpoBanusl U PA3BUMUSL  HenpuemaieMou
MOKCUYHOCU

Kapduizomuo+dexkcamerason (Kd). Jleuenue Bo3o0HOBIAETCS HA 29 JIEHE.

Kapdunzomuod Kapdunzomub 56 mr/m2 B/B, nau 1, 2, 8,9, 15, 16
(20 mr/mM2 B iU 1,2 epBOro 1uKIia
JlekcameTa3oH Hexcamerazon 20 mr B auu 1, 2, 8, 9, 15, 16, 22, 23.

Jleuenue npooondicarom 00 NpoOSPeccUpo8aHusi UM pa3eUmMusi HenpuemaIemoll
MOKCUYHOCU

Kapduniazomud (moHoTepanus).JIeuenue Bo300HOBIIETCA Ha 29 JIEHD.

Kapduiazomuod Kapdunzomud 20 mr/m2 B nam 1, 2, 8,9, 15, 16
nepBbId UK, 27 mr/M2 B qan 1,2, 8,9, 15, 16
MOCJICTYIONIUE IUKJIBI.

Jleuenue npooondcarom 00 Npocpeccupo8anusi UM pazeUmMus HenpuemaeMoll
MOKCUYHOCU

Homaanaomua+dexcamera3on (Pom+dex).Jleuenre Bo3o0HOBIAETCS HA 29 IEHD

IMomaaungomMua [Tomanunomun 4 Mr BHYTpb, 1HU 1-21

JlekcameTaszoH Hexcamerazon 40 mr BHYTpS, AHU 1, 8, 15, 22

Bbopre3zomuo+ Jlekcamerasou+Ilanooumuocrar (VD-Pano). Kypc nmoBropsiercs
KaxKIble 3 HeTeJ .
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ITanoOuHOCTAT [Tano6unocrart 20mr BHYTpS B 1,3,5 B 1 u 2 Henenu.

Bopre3omud boptezomu6 1,3mr/m2 1/k wim B/B, nam 1,8,15,22

JekcaMeTa30H Hexcameta3on 20Mr BHYTph WIH B/B, B JICHb
BBeJIeHHs O0pTe30Mu0a U JIEHb TOCIIE.

Tpauncdy3nonHas noaaepKKa.
[ToxazaHusi K MPOBEACHUIO TPAHCPY3MOHHOM Tepamuu OIpPENeSIOTCS B IMEPBYIO
ouepelb KIMHUYECKUMU MPOSBICHUAMHA UHIAUBHUIYAJIbHO JUIS KaXKJO0TO ITallMeHTa C
Y4E€TOM BO3pPACTA, COMMYTCTBYIOIINX 3a00JIEBAHMI, IEPEHOCUMOCTH XUMHUOTEPAIIUU U
Pa3BUTHS OCIIOKHEHUM HA MPEIBIIYIINX dTanax JCYCHUS.
JlaGopaTopHble MmoKa3zaTeIu i ONpeAeeHUs MOKa3aHU UMEIOT BCIIOMOTaTEIbHOE
3HaY€HUEe, B OCHOBHOM [UII OLEHKH HEOOXOJUMOCTU MPOPUIAKTHYECKUX
TpaHCPy3UsIX KOHIIEHTpaTa TPOMOOIUTOB.
[Tokazanus k TpaHc(y3usM TaKKe 3aBUCAT OT BPEMEHH, IOCIIE MPOBEACHUS Kypca
XUMHOTEpAllMd — MPUHUMAKOTCA BO BHUMAHHE, IIPOTHO3UPYEMOE CHHIKEHUE
IoKas3aTejied B OJIMKaNIINe HECKOJIBKO JTHEN.

JpUTPOLUTAPHAA MACCA/B3BEChH:

* YpoBeHb reMoriioOMHa HE HYKHO IIOBBIIIaTh, IOKAa OOBIYHBIE PE3EPBBI M
KOMIIEHCAIIMOHHBIE MEXAHU3MBbI JOCTATOUHBI JIJIs1 Y/IOBJIETBOPEHUS MOTPEOHOCTEM
TKaHEW B KUCJIOPO/IE;

* CyllecTBYET TOJIbKO OJHO TMOKa3aHWe I TpaHCHy3Uil 3pUTPOIUTCOACPIKAIINX
cCpell TNpU XPOHUUECKUX AHEMUSX — CHMIOTOMHAs aHeMmus (MpOsIBIISIOLIASICS
TaxuKapJIUeH, OIBIIIKON, CTCHOKapauel, cuHKome, de novo Jempeccuen Wiu
aneBanueit ST);

* YpoBeHs remoriaodnHa meHnee 30 /11 ABisIeTCs aOCOMIOTHBIM ITOKa3aHUEM JIJIS

TpaHCcy3un SPUTPOIUTOB;

IIpr OTCyTCTBHMM JEKOMIICHCHPOBAHHBIX 3a00JICBAHUM CEPIACUYHO-COCYIUCTON

CUCTeMbl U JIETKUX TMOKa3aHUsMH [UIl TPOPUIAKTUUECKON TpaHchy3uu

SPUTPOLIMTOB MPU XPOHUUECKUX AHEMUSIX MOTYT ObITh YPOBHHM I'€éMOTJI00UHA:

[] Bo3pacr (J1eT) [] Tpurrepusiii ypoenb Hb (1/01)
0 <25 0 35-45

0 25-50 0 40-50

0 50-70 [ 55

0 >70 [ 60

KonuenTpar TpoMOOIIUTOB:

e Ilpu cHmKkeHMM ypoBHsA TpomOonuToB Menee 10 x10%nm wmm mosBieHUM
reMOpparnuecKuxX BBICHIMAHUN Ha KoOXKe (TMEeTeXWH, CHUHSYKHA) TPOBOIUTCS
npodrrakTuaeckas TpaHcdysus adhepe3HbIx TPOMOOIUTOB;

* Ilpodunaktuueckass TpaHchy3us adepe3HblX TPOMOOLUMTOB Yy TMAIMEHTOB C
JUXOPAJKOMN, MalreHTaM, KOTOPHIM IUIAHMPYETCS WHBA3WBHOE BMEIIATEILCTBO
MOKET MPOBOAUTCS NpH 0o0Jiee BICOKOM ypoBHe — 20 x10%/1;
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° HpI/I HaJIMYUKU TCMOPPArud4CcCKOro CHHAPOMA IICTCXHUAJIBHO-IIATHHUCTOI'O THIIA

(HOCOBBIE, JIE€CHEBbIE KPOBOTEUEHHUS, MEHO-, METPOPPAruu, KPOBOTCUEHUS IPYTUX
JoKanu3anui) TpaHcdys3us KOHIIEHTpaTa TPOMOOLUTOB MPOBOAUTCA C Je4eOHOMH
1EbIO.

CBexke3aMOpOXKeHHAA MJIa3Ma:
» Tpancdyszuu C3I1 npoBoaaTcs y MAlMEHTOB ¢ KPOBOTCUCHUEM WJIH TEPEN

IMPOBCACHUCM MHBA3MBHBIX BMCIIATCIILCTB,

* [Tammentst ¢ MHO >2.0 (npu HEHpOXHPYPrUYECKHX BMemIaTreabcTBax >1.5)

paccMaTpuBaloTCcs Kak Kanaunaatel s Tpanc@ysuu C3I1 mpu mmaHupoBaHUU
WHBa3UBHBIX Ipouenyp. [Ipy nmiaHOBBIX BMEMIATENbCTBAX BO3MOYKHO HA3HAUCHHE
HE MEHee, YeM 3a 3 JHsS J0 BMEIIaTeNnbcTBa (puToMeHannona He meHee 30 mr/cyr
BHYTPUBEHHO WJIK BHYTPb.

ConpoBoauresbHasi Tepanus. [65-69]

Koctnas mnaronorusi. budocdonarsr (IlamuaponoBass u 30JieHIpOHOBAS

KHCJIOTA):

Bce manmmeHThl ¢ MHOXKECTBEHHOW MHEIIOMOM, HYXIAIOIIHUECS B IPOBEICHUU
XUMUOTEpAIUH, JOJDKHBI TAKXKE MOTydaTh OudocpoHarsl (kateropus A);
Ucnonb3oBanue OudochoHATOB MPU «TICIOLICH» MHEIOME BO3MOXHO TOJIBKO B
paMKax KIIMHUYECKHX UCCIIEA0BAHMIM;

B xoxe tepanuu 6udochonaramu o0s3aTesIeH MOHUTOPUHT (DYHKLIUHU MTOYECK;

[Ipu nosiBIEHUH CUMIITOMOB HEOOXOJUMO HUCKIIF0OUaTh OCTEOHEKPO3 YETIOCTH.

I'unepkanbuuemusi. ['maparanus, camyperuku (pypocemun), 6udochoHaTh
(BonennponoBas kuciora win [laMuapoHaT NpeanoOYTUTENHHO), CTEPOUIBI U/UITN
KaJIIIUTOHUH.

CuHapoM mNoOBBbINIEHHON Bs3KOCTU. [Ipy THUNEPBUCKO3HOM CHUHIPOME

rma3Ma(bepe3 MOJKET OBITh HCIIOJIb30BAaH B KadeCTBE JOITIOJIHUTCIBHOI'O JICYCHUA
OJHOBPEMCHHO C XI/IMPIOTepaHHCﬁ, HO HE KaK CaMOCTOSTEIILHBIN BU A JICUCHUA.

AHeMusi. Y TAaIMEHTOB C aHEeMHUEH, OOYCIOBJIEHHOW KOCTHO-MO3TOBOM

HEJIOCTaTOYHOCTBIO WIIN CBSI3AHHOM C YPEMHEN NPUMEHSAIOTCSA SPUTPONOITHHBI.

IIpodunakruka BupycHbix uHGpexkumid. [Ipumenenne anuknosupa B no3ze 400
MT 2 pa3a B JICHb WIHM BajalukioBupa B 03¢ S00 mMr B JieHb (MM aHAJOTUYHOTO
MPOTUBOBUPYCHOTO CPEAICTBA) PEKOMEHYETCSl HAa MPOTSKEHUHU BCETrO JICUEHUS 110
cXemam, cojiepKamuM O0opTe3oMuO U KapPui3oMubd, B CBS3H C YBEIWYECHHUEM
YacTOThl pEaKTUBALMKM BUpyca reprneca. [Ipu ucnosib30BaHUM IPYyTUX MPOrpaMm
HA3HAUYCHUE MPOTUBOBUPYCHBIX NPEMapaTroB B NPODHIAKTUYCCKUX IENIIX He
TpeOyeTCsl, €CIM B aHAMHE3€ HET OIOSCHIBAIOIIETO JIUIIIAS.

IMoueunass auchyHkuusa. AjckBaTHas TUApaTalUs I[O3BOJISIET H30€XKaTh

Ppa3BUTHUA MOYCYHOM HEOOCTAaTOYHOCTH,

HpOTI/IBOHOKaSaHO HCITIOJIb30BAHHUEC PEHTTCHOKOHCTPACTHBIX CpCaCTB,
HECTCPOUAHLIX ITPOTUBOBOCIIAJIMTCIIbHBIX CPCACTB,

Hanuune noueuHoi HCAOCTATOYHOCTH YCJIOKHACT IMPOBCACHUC TPAHCIUIAHTAIWH
T'€MOIIO3THYCCKUX CTBOJIOBBIX KJICTOK, HO HC SABIACTCA a0COJIFOTHBIM
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npoTHBOINIOKasanueM.  Kaxnabii
00CYXIEHUH;

VY nmauueHToB, noiyyaroummx oudochoHaTsl HEOOXOAUM PETYJSPHBI MOHUTOPUHT
OYEYHON (YHKIUH.

o  Koaryasuus/Tpom6o3bl. IIpodunaktuky TpOMOOTHYECKHX OCIOKHEHUHN
ClielyeT HaYMHaTh OJJHOBPEMEHHO C HayaJOM MHAYKIIMOHHOM Tepanuu. ACupHH (B
TabJeTKaX, MOKPBITHIX KUIIEUHOPACTBOPUMOM 000I0YKOM) HA3HAYAIOT BHYTPh 1 pa3
B CYTKM B CTaHAapTHOW NPOPUIAKTHUECKOW 03¢ Ha TMPOTSHKEHUU BCel
WHAYKIMOHHOW (a3pl nedenus. [Ilpu BbICOKOM pucke TpoMOo3a (Hamudue
[EHTPaJILHOTO BEHO3HOTO KaTeTepa, TpoMOO3bl B aHaAMHe3e, OOJbIasi OMmyXoJeBas
Macca, UCIHOJb30BaHUE  aapualiacTUHA, OSPUTPONOITHHA, BBICOKMX 103
JeKcaMeTa30Ha, UMMOOWIM3aIMs, OXUpPEHHUE, caxapHbl auader, TpomOodpumius,
KOaryJonaTUM M BEHO3Hble TpOoMOO3bl B aHaMHE3€) BO3MOXHO Ha3HauY€HUE
HU3KOMOJIEKYJISIPHOIO TE€NapvHa WIM HENPSMBIX aHTHUKOAryJIssHTOB. B ciyuae
HENEPEHOCHUMOCTH acIMpUHA BO3MOXXHO IPUMEHEHWE JAPYTHX aHTHarperaHTHBIX
CpencTB (KJIOMUIOTPENa).

[Ipu BKIIIOYEHUM B TAKTUKY TE€panuy UMMYHOMOIYJSTOPOB (JIEHAJUAOMU) B
KOMOMHAIIUU C JE€KCAMETa30HOM 00beM MPO(PHIAKTHKU TAKKE 3aBUCUT OT CTEIEHHU
pUCKa  KOHKpeTHOro mnamueHTta. [lanpeHtam €O CTaHOAPTHBIM — PHCKOM
TPOMOOAIMOOJTUYECKUX OCJIOKHEHUN HA3HAYAIOT AaleTHICATUIUIOBYI0 KHCIOTY B
no3ax ot 80 go 100 mr
[Ipu pa3zBuTun TPoMOO30B y NAIMEHTOB, MOJYYaBIIMX NPO(YHUIAKTHYECKUE TO3bI
HA3HAYalOT HU3KOMOJIEKYJSIPHbIE TenapuHbl, a y OOJIbHBIX, MOJY4YaBIIUX
alleTUJICAIULUIIOBYIO KHUCJIOTY NPOQUIAKTHUECKYIO 103y HU3KOMOJEKYJISPHBIX
reMapuHoOB, 103y YBEJIUYUBAIOT A0 JIEUCOHOM.

cnyqaﬁ HYXKIAaCTCA B HWHAWBUYAJIbHOM

IlepeyeHb OCHOBHBIX JieKAPCTBEHHBIX cpeacTB (uMewux 100% BeposiTHOCTH
NpPUMEHEeHNsI):

Dapmaxomepanesmuueck | Mexcoynapoonoe Cnocoo Ypoeeno
as zpynna HEenameHmo6anH | NPUMEHEHUA | O00KA3amenbHOC
0e HauMmeHoeanue mu
JC
AnTuHeomiactudeckue 1 | boprezomu6o BuyTtpusenno | A
MMMYHOCYIIPECCUBHBIE € BBEJICHUE
JICKapCTBEHHBIE cpeacTsa | Jlokcopyournma Buyrpusenno | B
€ BBEJICHUE
Huxnodochamun | BuyrpuBenno | B
€ BBEJICHUE
Tanugomun BHyTpb B
Jlenanunomun BHyTpb A
IHomamuoomu BHyTpb B
Hkcazomu6d BayTtpb A
Haparymyma6 BuaytpuBenno | A
€, MOAKOXHOE
BBEJCHUE
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JlexcameTazon BuyTtpuBenuno | A
€ BBEJICHUE
[Ipennnsonon BuyTtpusenno | A
€ BBEJICHUE
BHyTpb
JlexapcTBeHHBIE CpencTBa, | OHTAHCETPOH Buyrtpusenno | C
ocladstonme € BBEJICHUE
TOKCUYECKOE JEHCTBUE BuyTph
HPOTHBOOITYX OJIEBBIX Knogponosas BuyTtpuBenuno | A
nperapaTroB KHUCJIOTa € BBEJCHUE
BHyTpb
3oJIeIpOHOBAs Brytpusenuno | A
KHCJIOTA € BBEJICHUE
[TamuaponoBas Bryrpusenno | A
KHCJIOTa € BBEJICHUE
Tpamanon Buyrtpusenno | D
€ BBEICHUE
BHyTpb

NB! I[OHOJIHI/ITGJIBHOG MCIUKAMCHTO3HOC JICUCHHUC IIPOBOIUTCA COOTBCTCTBCHHO
IMPOTOKOJIaM JICHCHUA Pa3BUBIINXCA OCJIOKHEHHUM.

5.4 Xupyprudeckoe BMelIaTeJIbCTBO

Pe3exkumnonnas omoncus Jum@oysia uid 00pa3oBaHus - JJIsl TUCTOJIOTUYECKOTO U
MMMYHOTUCTOXMMHUYECKOT0O UCCIIEI0OBAaHMUs € LEIbI0 BepuUKauuu Auarosa (u/umu
MOATBEPKICHUS PEIUINBA 3200JICBAHMS).

ITostHast CTVIEHIKTOMMS - JIJIS1 TUCTOJIOTHYECKOTO U UMMYHOTUCTOXHUMHYECKOTO
UCCIJIEIOBAHMSI C LIEIbI0 BEpUPUKALIMHN TUarHo3a (W/Win MOATBEPKICHUS peLUIuBa
3a00s1eBaHus1) IPU OTCYTCTBUH IPYTUX JOKATU3ALMUI JIUMPOMHOIO MOPAKEHHS.
Hcceyenne aHaIbHON TPeLIMHBI (OCTPOI/XPOHUYECKOI) - 0 MIOKA3aHUSAM B
paMKax npo(HIaKTUKY / J€YEHUS CENITUYECKUX COCTOSIHUM Y TALIMEHTOB C
reMo0JacTo3aMu.

Yaanenue reMoppouaadbHbIX y3J10B (TeMOPPOMIIKTOMHUS) - I10 ITOKAa3aHUSIM B
pamKax MpoQUIAKTUKH / ICUEHUSI CENTHUECKUX COCTOSIHUM Yy MaIlIEHTOB C
remMo0J1acTo3amMH.

BcekpbiTie napanpokTuTa/MHGUIBTPATA - 110 MOKa3aHUSM B paMKax
NPO(PUIAKTUKN/IEYEHHUS] CENTUYECKUX COCTOSTHUM Y MAllUEHTOB C TeM00JIacTO3aMu.
BoiBegeHne cTOMbI KHIIEYHUKA - TIO MIOKA3aHUAM (IIPU OCTPOM U XPOHUYECKON
aHaJIbHOM TPEIIMHBI) B paMKax MPOQPHUIAKTUKH/ICYCHHsI CEITUYECKUX COCTOSTHUH Y
MAIMEHTOB C TEMOOJIACTO3aAMH.

IIneBpajibHAsA MYHKIHUA - 10 IOKa3aHUAM IPU THAPOTOPAKCE MIJIEBPUTE.
JlamapoueHTe3 - 110 NOKa3aHUSM IIPU aCLUTE.

OCHOBHBIM NPOTUBOINOKA3aHUEM K XUPYPTHUECKUM BMELIATEIBCTBAM SIBJIIETCS HE
KYIIUPYEMBII TEMOPPATUUECKUN CUHIIPOM
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NB! Xupypruueckoe jgedeHre MPOYUX COMYTCTBYIOIIUX XUPYPTUUECKUX MATOJIOTUN
B pPaMKax JICUEHUS COOTBETCTBYIOIIETO MTPOTOKOIA.

5.5 JlanbHeiilee BeJeHUe CM. MOAMYHKT 3.4
6. UuaukaTopbl 3¢(PeKTUBHOCTH JIeUeHHUsI: CM. TTIOAMYHKT 3.5

7. OPTAHU3AIIMOHHBIE ACHHEKTBI ITPOTOKOJIA:

7.1 Cnmucoxk pa3padoTYMKOB MPOTOKO0JIA € YKa3aHHue KBAJIN(PUKANHOHHBIX
JAHHBIX:

1) Kewmaiikua Bagum  MarBeeBUY —  KaHAMAAT  MEIMIIMHCKHAX  HAyK,
reMaToJ0r,pyKOBOAUTENb OTAEIa OHKOT€MATOJOTHMH W TPAHCIUIAHTAMA KOCTHOIO
Mo3ra TOO "HanuoHaibHbINA HAYYHBIM OHKOJIOTHYECKUHN LEHTP",

2) KionasuHckuit AHTOH AHATOJIEBUY — KaHAUIAT MEAMIIMHCKUX HAYK, FeMaToJIOT,
MenuuuHcknil nupektop TOO «LleHnTp remaTosiorum

3) KapabekoB A3sar barmaHOBHY-TeMaTOJIOT,CTAPIINN OPAMHATOP CEKTOpa IS
nedyeHus auMdonponaudepaTuBHbIX 3a00JeBaHUN OTACICHUST OHKOoremaroioruu Nel
TOO «<HHOL»

4) KomecuukoBa Onbra OneroBHa — reMaToJjior, OTJIEJICHHE OHKOI'e€MAaTOJIOTHU U
TpaHCIUIAaHTAMU KOCTHOroO Mo3ra, TOO "HanmonanbHbIN HaAYyYHBIA OHKOJIOTUYECKAN
HEeHTp"

5) XymaramueBa Apaak HasunoBna - PhD, remarosor, 3aBemayromias kadempoit
rocnuTainbHol Tepanun HAO «MeaunuHckuii Y HUBEpcUTeT AcTaHay

6) PamaszanoBa Paiiryns MyxamenoBHa — JOKTOp MEIUIIMHCKHX HayK, Bpay-
reMaToJor  BBICIICH  KBaIM(PUKAIMOHHOW  KaTteropuw, mnpodeccop Kadeapbl
BHyTpeHHHX Oonesneit HAO «Kazaxckmit HammonanbHblii  MeauimHCKui
yauBepcuteT uMenn C.J1. AchenauspoBay.

7) Makankuna Jlapuca I['eHHagbeBHa — KIMHUYECKHH (HapMakKojor, JOLEHT
Kadeapbl KapJUOJIOTUU, BHYTPEHHUX OOJIe3HEH, MEIUKO-COIMATLHON SKCIIEPTU3BI U
peadbumutanuu AO «MeauuHCKui YHUBECTUTET ACTaHa.

7.2 Yka3aHue Ha OTCYTCTBHE KOH(JIMKTA MHTEPECOB: HET.

7.3 Penensentnl: TypryHosa Jlronmuia ['eHHaibeBHA — JOKTOP MEAUIIMHCKUX HAYK,
remaTtoJior, mpodeccop kadenpsr BHyTpeHHUX O0se3Her Ne2 HAO «MeaunuHckuit
yHuBepcureT Kaparanas».

7.4 Yka3aHuWe yCJIOBHIl mepecMOTPa MPOTOKOJA: NIEPECMOTP MPOTOKOIA Yepe3 5
JET W/WIIM TPHU TOSBICHHM HOBBIX METOJOB JUArHOCTUKHM W/WIW JIeUYeHUS C Ooiiee
BBICOKMM YPOBHEM JI0Ka3aTeIbHOCTH.
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Ilpunoswcenue 1
Kputepuu orBera Ha JiedyeHue MexayHapoaHoil pado4yeid rpynnbl 1o

muesiome (IMWG) ¢ BkiIlOYeHHeM KpUTeprii MUHMMAJIBHON pe3uayaibHOH
ooae3nun (MRD) [21]:

54



CyOkarTeropusi oTBeTa

Kpurtepuu orBera

IMWG MRD kputepun

Y CcTONUUBEIH MOBb-
HETaTUBHBIA OTBET

OtcytcrBue ocratounoit 6one3nn (MObB-HeraTuBHbBIN
craryc) B koctHoM Mo3re 1o NGF (next generation
flow, meTomom nporounoii uTomerpun) U NGS (next
generation sequencing, METOJIOM CEKBECHHUPOBAHMS)
Kak MUHUMYM 1 pa3z Brof .

MOBb-HeratuBHbBIN OTBET 110
JTAaHHBIM NSF (next
generation flow, MeTomom
MPOTOYHOM ITUTOMETPUH)

OtcyrtcTBHE deHoTUNnYEeCKu abeppaHTHBIX
KJIOHAJTbHBIX MIa3MaTHYECKUX KIIETOK B
KOCTHOMO3TOBOM  aclupare ¢  MHHHUMaJbHOU
YyBCTBHUTENBHOCTBIO 1 Ha 10° smpocomeprkaimux
KJICTOK WMJTU BBIIIE

MOBb-HeraTuBHBIA OTBET IO
JTAaHHBIM NGS (next
generation sequencing,
METOJIOM CEKBECHUPOBAHUS)

OtcyrcrBue mo NGS KJIOHANIBHBIX IIA3MaTHYECKUX
KJIETOK B KOCTHOMO3TOBOM acIUpare, KaK
MHHUMYM B JBYX HMCCJICIOBAaHUSX C MUHUMAaJIbHOMN
YyBCTBUTEJIBHOCTHIO | Ha 10° SIAPOCOAECPHKAIINX
KJIETOK MJIH BBIIIIE

Kaptuna I[19T-KT u + MOb
HETaTUBHOCTH

MOb-neratuBnbiii ctatyc ¢ nomormibio NSF wmm
NGS mtoc orcyrerBue HakorieHus o [I9T-KT

Ilpunoswcenue 2

Onpeuene}mﬂ TAKTHKHU JCYCHHUA B 3ABUCHUMOCTH OT I'€CHETUYECCKUX MMEPECTPOCK

g kagauaaros Ha TT'CK
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t(11:14), t(6:14), TpHCOMHH

t(4:14), t(14:16), Del 17p,

JIBoHHAA HIIH TPOHHAA MyTallHA

l

4 ymkna VRD

Gain 1q

l

|

4 umwna Dara-VRD

4 umwna Dara-VRD

CHop CTBONOBbLIX KNETOK

l

l

l

4 ymkna VRD

AyTtonormyHan TICK;
Tanpgemuan TTCK

AytonormuyHan TICK;
Tangemuan TTCK

l

[NogaepxuBaroWan
Tepanua Jo
MporpeccMpoBaHnA
; OTCPOUEHHaA
AyToTICK

bopTtezommb 1 neHanuaomua no

NporpeccupoBaHna

boprezommb 1 neHaanaomua oo
NporpeccupoBaHna

JEYEHUE BEHO3HOM TPOMBOSMBOJMNYECKOM BOJIE3HU (BTB)

[Ipunoxenue 3

PU MHOXXECTBEHHO MUEJIOME
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CTPATU®UKALIUA PUCKA BTH C IIOMOIIbLIO HHIKAJIBI IMPEDE NJIN
SAVED

ITTkama IMPEDE 11 cTpaTH)HKAITHH PHCKA ([IpHCBAHBAIOTCA OallIk)

IIHTHEHIYANEHEIE (GAKTOPEI PHCKA Bamisr DaKTOPEI PHCKA, CEA3aHHEIE ¢ MHETOMOH Bamer

ITonoskHTeMbHEIe (HaKTOPEI

IleHTpanTbHBIH BeHO3HBIH KaTeTep +2 ImvyrOMOmyIATOP (FIM) +4

Hepeﬂon KOCTeH Taza, KOMIIOHCHTOR

. +4 TIpemapar, CTHMYIHPYIOITHH 3pHIPON033 +1
Ta300eIpEHHOT0 CYCTaRa HIH OeIPEHHOH KOCTH ’
Oskupenne (FIMT = 25) +1 JlekcaMeTa30H B HH3KHX J103dxX +2
IIpenmecteyroman BTE +5 JleKcaMeTa30H B BEICOKHX JI03ax +4

JloKcOpyGHITHH HITH MHOTOKOMIIOHEHTHAA
XHMHOTEPaIHA

OTpHuaTeIsHEle GakTopel

DTHHYeCKad/pacoBasd IPHHALIEKHOCTb = asHart /
YPOXKEHEN THXOOKEAHCKHX OCTPOBOB

Tekymad npodHIakTHEA Tpombosa: MpodHIAKTHEA
HMI (HH3KOMOIEKyIIPHBIM I'eIIapHHOM) HITH -3
aCIHPHHOM

Texymas npodHIaKTHKa TpoMbo3a:
TepaneBTHIecKHe 10361 HMI HIH BapdapHHa

-3

—

[xana SAVED nns ctpatudukaium pucka

[Iepemennas banner

XUpypruueckoe BMEIIAaTeNIbcTBO B TeueHue 90 nuei +2
A3HaTcKkoe mMpOUCX0XKICHNE -3
BTb B anamHue3e +3
Bo3spact > 80 ner +1
JlekcameTasoH (J103a 1Mo cXeMe JISUEHUS)

* CrannmaptHas no3a (120—-160 mr/iuki) +1
* Bricokas no3a (> 160 mr/umkin) +2

JEYEHUE BEHO3HOH T}’OMBO3MBO.JII/I‘IECKOI71 BOJIE3HU (BTH)
IMPU MHO’KECTBEHHOU MUEJIOME

PEKOMEHIAIINN 10 ITPODPUITAKTUKE BTb

< 3 o0ajuioB o mkaiie IMPEDE win <2 | >4 6amwios no nikaie IMPEDE wiu > 2
oastoB o mkaie SAVED oatoB no mkaine SAVED

* HMI" (3xBuBaneHTHO 40 Mr
sHOKcanapuHa B cytku) MJIN

* PuBapokcaban 10 mr B cytku NJIN

» Anukcaban 2,5 Mr iBa pa3a B CyTKH
NJIn

» ®onpanapunykc 2,5 mr B cytku MJIN
* Bapdapun (ueaesoe MHO 2,0-3,0)

* Actiupun 81-325 Mr oauH pa3 B
CYTKH
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Ilpunosicenue 4
®AKTOPBI BBICOKOTI'O PUCKA ITPM MHOKECTBEHHOW MHUEJIOME

JlommomHUTENBHBIC (haKTOPHI, YKA3BIBAIOIITUE HA
BBICOKHI pUCK mpu MM

[{uToreneTnueckue
aHOMAaJIU1

o 1(4;14)

o 1(14;16)

e Del (17p)/ monocomus 17
e p53 Mmyramus

e Gainlq

e MYC tpancnokarus

e Terpacomus

Hpyrue gpaktopsl
pucKa

DKcTpaMeayIUIsipHOE 3a00JIeBaHNE
Hupkysius ia3MaTHYecKuX KIETOK
Bricokas minazMokieTouHas npoiudeparus
[ToyeyHast HEOCTaTOYHOCTh
TpomOoruToneHus

Beicokuit ypoens CJIL]

JIumdonenus

IToBbimenus JIJII'

[Tpunoxenue 5
Br16op npenaparoB jyist iedeHuss MM y manueHToB ¢ KOMOPOUTHOCTBIO

Ycnoue PexoMenaanuu o BeIOOpY TEpanuu
[Toueunas [IpenmouytuTenbHbl  OOPTE30MUO  CoOJEpIKaIIUC
HEJO0CTaTOYHOCTh PEXKUMBI
HeoOxomuma  KoOppekmusi 103bl B clydae
UCIIOJIb30BaHUS JICHATUIOMUIA
[TonmmueiponaTus N36erath ninm peaynupoBath 103y 0opTe3omubda
Hapymenus  cepaeunoro | C OCTOpOKHOCTBIO TaJUAOMUI U BBICOKHE J103bI
puTMa JeKcaMeTa30Ha, aHTPALUKINHBI
Jnabet C OCTOPOKHOCTBIO BBICOKHE JI03BbI
KOPTHUKOCTEPOUIOB
[IcuxuaTpuueckue C OCTOPOKHOCTBIO BBICOKHE JI03BbI
3a00JIeBaHUs, HAPYLIEHUS | KOPTUKOCTEPOUIOB
MOBEACHUS
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HopameHHe KOCTHOTI'O
MO3ra € KOCTHOMO3IOBOH
HEOOCTAaTOYHOCTBIO

C OCTOPOKHOCTBIO MHCJIIOTOKCHYCCKHC
IIpCIIaparThl, BO3MOZKHO HCIIOJIb30BaHHUC
MOHOTCpAIIUX ACKCAMCTA30HOM

NmmyHoaepumut

C  OCTOpOXXHOCTBIO ~ MHUEJIOTOKCHYECKHE U
UMMYHOCYIIPECCUBHBIE TPEMapaThl

Ilmoxas  KOMIUIA€HTHOCTbH
AN KOTHUTHUBHBIE
HapylIeHUs

Pemenue 0 Tepanuu B YCIIOBHSIX
KpYIJIOCYTOYHOT'O CTallMOHapa
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