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Makporno6bynmHemus BanbgeHcTpeMa
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Accoupalps oHKonoros Poccun, HalmoHanbHoe reMatonormieckoe o6LecTso, PernoHanbHas obuecTBeHHas opraHmnsaums «ObLwecTso
OHKOremaTornoros»

MakpornobynuHemms BanbaeHctpema — B-knetouHoe nuMmbonponudepaTneHoe 3abonesaHne ¢
NMMONNasmMoLMTapHON MHOUNbTPAaLMEN KOCTHOIO MO3ra 1 CeKpeLLMen MOHOKTOHanbLHoro IgM. PekoMeHaaums
OMMCbIBAET MOATBEPXAEHWNE AMarHo3a, NPU3HaKn HEOOXOAMMOCTU NIeYeHUs, BbI6OP Tepanumn Npy Bnepsble
BbISIBNEHHOW 60NE3HN 1 PELIMAMBE, 8 TaKXe KOHTPOSb OCNOXHEHWIN 1 OTBETA.

naBHOe

« [InarHo3 MB TpebyeT coueTaHsd MOHOKNOHaNbHOro IgM B KpoBUM M NMEONNasMOLIUTaPHON MHPUILTPALLUN
KOCTHOrO MO3ra; MyTauma MYD88 L265P noaaepxvsaeT anarHo3, Ho e€ otcyTcTame MB He uckovaer.

- Tnetolas n 6eccnuMntToMHas MB cneunduyeckoro nedeHns He TpedyeT. Tepanuio HauMHaKoT NPY CUMATOMAX,
6bICTPOM pocTe IgM WK Npy MoHOKoHanbHOM IgM >50 r/n aaxe 6e3 cumnTomos (YYP C, YOO 4).

» KOCHOBHbIM NOBOAAM AN TeYeHUA OTHOCATCH MMNePBA3KOCTb, MaCCHBHasA NMuMdaneHonaTunst =5 cm,
opraHomeranus, ceadaHHas ¢ MB HerponaTtus, CMMNTOMHas KpuornodynuHemms, Hb <10 r/an, TpoMboumTbl <100 x
10°/n, reMonuTUYeCKasa aHeMus, NoYeYHas HeJOCTaTOYHOCTb M aMUNonI03.

* CUHOPOM MMNepBA3KOCTY BO3HMKAET NpU 3HaUeHnax PIgM > 40 /i 1 MOXeT NPOSBNATLCH KPOBOTOUMBOCTbIO,
rONOBHOM 60/1bI0, HAPYLLUEHWEM 3PEHUS, FTONOBOKPYXEHEM, CEPASYHO-COCYANCTbIMU HAPYLLEHWAMMU, LLIYMOM B
ylax 1 HEOTNOXHbLIMV COCTOSAHUAMM NMPU HAPYLUEHUN MUKPOLIMPKYNALMK, B TOM uncne B LIHC.

« [py rMNepBA3KOCTH U KPUOTNOBYNIMHEMIUM TeYeHWE HaUYMHAIOT C Nna3Madepesa; 06bI4YHO BbIMOMNHAKT 2-3
npoLeaypsbl, CHuxatowme IgM Ha 30-609, nocrne vero B bnmxanilee BpeMs HaunmHatoT CreLmpryeckoe neyeHue.

« [Ina HabnoaeHna anekTpopopes 6enKoB U UMMYHOPUKCALIMIO KPDOBM 1 MOUM BbIMOMHAIOT Kaxdble 3 MecsLa;

nccnenoBaHne KOCTHOrO MO3ra NPOBOAAT ANS NOATBEPXAEHWS NONHOMO OTBETA W NPY PeLLManee Um
MPOrpPeCCUpOBaHNUN.

OunarHocTuka

1. CobpaTb xanobbl 1 aHaMHe3, BKIOYad CEMENHbIN aHaMHES; YTOUYHUTb CUMMTOMbI FTMNEPBA3KOCTY,
KPOBOTOYMBOCTb, KOXHbIE MNPOABNEHWS, HEMPOMAaTUIO, CUHAPOM PEeiHO, Xenyao4HO-KMULLIEYHbIE CUMMTOMbI 1
Hanuune yBenuyeHHbIX nMmMepoy3nos (YYPC,YOO5).

2.poBeCcTy OCMOTP, NanbnaLmio 1 aycKynbTaumio: OLEHUTb MacCy Tena v TemnepaTypy, KOXy, reMopparnyeckmm
CMHOPOM, NTMMGbOY3IbI, NMeYeHb 1 CeNnea&HKy, NpraHaki B-CMMNTOMOB, nopaxeHus opraHos  ECOG 0-4 (YYPC,
yaaos).

3. MoaTBepanTb MOHOKIOHaMbHbIV UMMYHOMTOBYNWH 31eKTpodope3oM 6enkoBbIX GpakLLmMi U UMMYHOdUKCaLMeN
KPOBW 1 MOYU; AOMONHUTENBHO ONpeaenvTb YpOBHU HopManbHbIX Ig (YYP C, YOO 5).

4. BbINOMHWUTB OBLLUMI aHanmn3 KpoBM C PETUKYNOLIMTaMK1, BUOXUMUYECKIIM aHanmn3, O6LLMIA aHaNM3 MOYN U
Koarynorpammy; onpeaenuTtb rpynny Kposu 1 pesyc-paktop, HBeAg Bupyca renatuta B, aHTutena Kk supycy
renaTtuTa C v aHTutena IgM/IgG k BUY-1 (ans oLeHKun COCTOAHUA M BOMOXHOCTU Tepanuu; YYP C, YOO 5).

5. iccnenoBaTh KOCTHBIM MO3T: BbIMOMHUTL MYHKLMIO C MUENOrpPamMMOon 1 TPENaHOBUOMCHIO C UMMYHOrMCTOXUMUEN W/
MY IMMYHODEHOTUMMPOBAHUEM ANS BbISBEHUA NTMMbONIa3MoLmTapHon nHounsTpaumm (YYP C, YOO 5).

6. ViccneposaTb MyTaumio MYD88 p.L265P MeToaom lNLIP B onyxoneBoM cybcTpaTe, Yalle B KOCTHOM MO3re; Mpu 3TOM
OTpULATENbHbIN PE3ynbTaT He OTMEHSET AMarHO3 NPy HaNMUUK OCTanbHbLIX NpuaHakos (YYP C, YOO 4).

7. Anga oueHK1 pacnpoCTPaHEHHOCTU BbIMOMHUTbL BU3Yyanu3aumio KOCTEN, MPYAHOW KNETKN 1 OPraHoB 6PIoLLHOM
NOMNOCTW C OLLEHKOW NTMMOY3NOB, NEeYeHU 1 CENE3EHKM.

NeueHue

« He HaunHaTb crneumduyeckyto Tepanuio npv Tnetowen MB (YYP C, YOI 5). [leyeHne nokasaHo npu KIMHUYECKMX
NPOSIBNEHUAX, 6bICTPOM pocTe IgM unm IgM >50 r/n faxe 6e3 cumntomos (YYP C, YOO 4).
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« Mpv cMHAPOME MMNEPBSA3KOCTY UMW KPUOTOBYNMHEMUI CHaYana BbINOMHUTL Nna3madepes; 06bI4HO MPOBOAAT 2-3

npoLeaypbl C oXnaaembiM CHUxXeHneM IgM Ha 30-609, 3aTeM HauMHaOT CUCTEMHOE NedeHne, MOCKOMbKY Yepes
4-5 Heflenb NapanpoTEnH MOXET BEPHYTLCA K MCXOAHOMY ypoBHio (YYP C, YOO 4).

noabéma IgM 1 ycunerust rmnepBsaskocTH. PUTyKCMab 06bIUHO MPUMEHSIOT B KOMOMHALMSAX; MOHOTEpanus
ycTynaeT KOMBUHUPOBAHHbBIM CXEMaM.

Mpw LUTONEHNSX, BOMBLUMX pa3Mepax MMMGOY3OB UK CENE3EHKU, KPUOT TOBYNMHEMIUN, CUHLOPOME
FUMNEePBA3KOCTH UM HEOBXOAMMOCTM BbICTPON PeyKLLMM OMyXONW PEKOMEH/IYIOTCS MPOrPaMMbl C BKITIOUEHUEM

Mpw yposHe IgM =50 r/n nepen puTykcuMaboMm LenecoobpaseH nna3mMadepes Ana npodunakTmkm TpaH3UTOPHOro

6eHaaMyCcTunHa, umknopochamumaa nnm boptesommnda — RB, RBD, RCD; npu cuHApOME rvnepBA3KOCTY NporpaMmMmon

Bbi6Opa yKa3aH 60pTe3oMnb-coaepalumin pexim RBD (ans RBD YYP C, YO 4; ans nporpamM npuy 60/1bLmnx

pa3mMepax MMMPOY30B UMM CENE3EHKK, KPUOTOBYNTMHEMUM 1 HEOBXOANMOCTM BbICTPOV peayKLum onyxonu YYP C,

yaaos).

MpY HU3KOM YPOBHE MOHOKITOHANBLHOIr 0 6enka, MeaneHHO NPOrpeccupyoLLen 6one3Hun, a Takxe npu
COMyTCTBYIOLLEN NATONOMMN PEKOMEHYEeTCs pUTyKCMMab B MoHopexume (YYP C, YOO 5). MoHoTepanuio
PUTYKCMMabOoM LienecoobpasHo UCMonb30BaTh MULLb NPU U30IMPOBaHHOM NepudepryecKon HemponaTum,

CBA3aHHOW C aKTUBHOCTbLIO IgM-aHTUMMENH-aCCOLMMPOBaHHOMO MMKOMPOTENHA, 6e3 MHbIX CUMNTOMOB MB; mpu

HenponaTuu cnenyet n3beratb HEMPOTOKCUYHbBIX BOPTE30MMBa N BUHKPUCTUHA.

MauneHTaM C Bnepsble BepudULMPOBaHHON MB, KOTOPbIM HE MOXET BblTb Ha3Ha4YeHa xuMmuoTepanus,
PEKOMEHOYeTCs MBPYTUHME B MoHopexume (YYP C, YOI 4); B TEKCTe ykasaHa [03a MbpyTMHMGa 420 Mr/cyT.

Y naunveHToB Mragwe 65 neT BbICOKOrO UMM MPOMEXYTOYHOMO PUCKa NPY HEOHBXO0AUMOCTH MHTEHCUDUKALIMM
BO3MOXHa cxema R-EPOCH + nbpytnHno / R-BAC + nbpyTmHWG C nocnenyioLlen BbICOKOAO3HOW KOHCONMaaLmen
CEAM unu papatymyma6 + CEAM v ayTo-TICK (YYP C, YOO 5).

Mocne ycrewHom puTykcumMab-coaepxatlen MHOYKUUK y NaLMEeHTOB C MOMHbIM UM OYEHb XOPOLIWUM YaCTUYHBIM
OTBETOM MOXET NPUMEHATLCH NOAAEPXKMBAIOLWMI PUTYKCUMA6 375 Mr/M2 kaxable 3 MecsLa B TeUeHne 2 NeT;
cneflyet yunTbiBaTb POCT UHAEKLIMOHHBIX OcioxHeHun (YYP C, YOO 3).

Korpa HanpaBuTb M Kak HabnogaTb

« [py nopo3peHun Ha MB nnu e€ BbiIBNEeHUM HanpasnTb NaLMeHTa Ha KOHCYMbTaLMIo K FeMaTonory B LEeHTP
amMbynaTopHOW reMaToNOr4EeCKOM/OHKONOr MYECKOW MOMOLLM UMW NEPBUYHBIV FTeMaTOoNOrMyeckmnm KabuHer.

« OKCTpEHHas FOCNUTaNM3aLLmMs Hy>XHa Npu TKENON MHOEKLLUN, YIPOXAKOLLMX XU3HN LIUTONEHUSX,
remMopparm4eckoM CUHOPOME, OMacHbIX OCNOXHEHWUSaX MB 1nn neveHus, BKYas CUHAPOM N3mca Onyxonu,
TAXENYIO UHPY3NOHHYIO peakLLIO 1 GeBPUIIbHBLI MUENOTOKCUYECKNIA arpaHynoLMTO3.

- [MnaHoBasa rocnuTanu3aLmsa nokasaHa AN Tepanuu, TpedyioLen KpyrnocyTOYHOro HabnaeHUs U3-3a TAXECTU
COCTOSHWS UMW PUCKa OCNOXHEHWI, a Takke A4ns GUONCUN U MHBa3UBHbBIX MCCNEeAOBaHWI, KOTOPbIE HEMb3s
BbINOHUTbL aMBynaTOpPHO.

« [pu peumamBax MB pekoMeHAyeTCst paCCMOTPETb BbICOKOAO3HYIO XMMUOTEepanuio ¢ nocneaytotllen ayto-TrCK; y

MOMOAbIX MALLMEHTOB C MHOXECTBEHHbLIMW PELMONBAMU WU NEPBUYHO pedpakTepHor 6onesHbio BOXT MoxeT
BbITb MCMONb30BaHa B OTAEMbHbIX Cy4asX MO COrNacoBaHMIO C TPAHCMNAaHTALMOHHbBIM LLEHTPOM.

YacTble BOonpochl

Kakune npusHaku noaTeepxaaoT MakpornobynmHemmio BanbaeHctpema?

Hy>Hbl MOHOKNOHamMbHbIN IgM B KPOBK HE3ABUCUMO OT €ro KOHLLEHTPaLLMK 1 IMMPOonia3MoumTapHas MHOUIbLTPaLMA
KOCTHOr0o Mo3ra. MYD88 L265P 4acTo BbISBNSETCSH, HO OTPULLATENbHBLIV Pe3ynbTaTt He nckntodaeT MB npu Hanuunm
OCTanbHbIX KPUTEPUEB.

Korpa HaunHaTb neyeHne npu MB?
Mpu cMMiTOMax Unu 6eiICTPOM pocTe IgM, a Takke npu IgM >50 r/n gaxe 6e3 cMMnToMoB. [ToBogamu crnyxat

rMnepBA3KOCTb, OpraHomMeranma nnm MaccBHas J'IVIM(Da,EI,eHOI'IaTVIﬂ, LunToneHmn, Hemponaqu, KpVIOFJ'IO6y1'IVIHeMVIF|,
novyeyHaa HeoCTaTO4YHOCTb M aMMnnonaoas.

YTto nenaTb B NepByo ouyepeab Npy CUHOPOME rMNepBA3KOCT?

HauaTb c nna3madepesa 15 6bICTPOro CHUXEHNA MOHOKIOHaNbHOMO 6er1ka; 06bIYHO BbINOMHAIOT 2-3 npoLenypb!.
3aTeM Kak MOXHO CKOpee Ha3HauatoT CUCTEMHYIO TepPanuio, MOCKOIbKY 3@dOeKT nna3madepesa BpeMeHHbIN.
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MOXHO N1 Ha3HayaTb PUTYKCMMab B MOHOpPEXHUMe?

[a, npu HU3KOM YPOBHE MOHOKITOHaMNbHOr 0 6erka, MeAIeHHO MPOorpeccHpyoLLen 60Ne3HN U CONyTCTBYIOLLEN
naTonoruun. Takxe MOHOTepanua LenecoobpasHa npu M3onnpoBaHHOM nepupepuryeckomn HemponaTtumn, CBA3aHHOM C
aKTUBHOCTbBIO [gM-aHTUMWENNH-aCCOLIUMPOBAHHONO MMKOMPOTENHa, 6€3 MHbIX CUMMTOMOB MB; B OCTanbHbIX
CUTYyaUUAX PUTYKCUMab 0BbIMHO KOMBUHMPYIOT C OPYrUMK NpenapaTamu.

Kak oueHuBaTb OTBET Ha NneyeHune?

OpureHTUpYyoTCA Ha AMHaMKUKY IgM, pa3mMepoB NMMMEPOY310B 1 NOPaxXEHHbLIX OPraHOB. YaCTUYHLIM OTBET O3HaYaeT
CHWxeHwue IgM He MeHee YeM Ha 509, 04eHb XOPOLLIMIN YACTUYHbIN OTBET — He MeHee UeM Ha 90%. MNonHbIM oTBeT
BK/TOYaET HOpMarbHbIN YPOBEHb IgM, OTCYTCTBME MOHOKITIOHANbHOMO 6er1Ka Mo UMMYHOPUKCaLLMK, OTCYTCTBUE
NHOUNbTPALMM KOCTHOIO MO3ra, MMMdageHonaTm, opraHomeranum n cuMnTomos MB.

BbIXu1MKa caenaHa no TeKCTy pekoMeHaaLUmmn U He 3aMeHseT ero. MonHbI odULManbHbIA TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BEpCUsa:
https://ikonacedeHosa.pd/cr/827-makroglobulinemiya-valdenstrema. OpuumanbHbI UICTOUHMK: https://cr.minzdrav.gov.ru/preview-cr/
827_1
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