LUMAPFAJIKA MO KITMHUYECKOW PEKOMEHOALIWM - LLKOMA CEYEHOBA

Apyrue nnasMoKneTouyHble HOBOO6pa3oBaHUs

KnuHnyeckue pekoMeHaaumn MHaapasa Poccuu - B3pocrnble - peaakums 2024 1, ctaTyc «MpumeHsaeTca» Ha 04.11.2026 - MKB-10: C90 -
Accoumaumsa ConencTBua pasBUTUIO FreMaTonorim, TPaHCPy3nonorm 1 TpaHCMNaHTaLLMm KOCTHOrO Mo3ra “"HalunoHanbHoe
remMaTtosiornyeckoe obLecTso”

PexkomMeHpauumsa noceseHa M3, AL-amunonnosy n POEMS-crHOpoMy. B Hew M3noxeHbl Noaxoab! K
ANarHOCTMKE, OLLEHKE MOopaxeHWs OpraHoB, KIoHpedyLMpYoLLEen Tepanum 1 HabmoAeHWIO C YHETOM TuMa KI1oHa,
CTaaui 1 COCTOAHMA NaLMeHTa.

FnaBHOe

MIT13 onarHOCTUPYIOT NPW COMeTaHMM MOHOKITOHAMbHOW CEKPELLMN B CbIBOPOTKE W/UNN MOYe C lOKa3aHHON
MMMYHOMOP®OIOrNYeCKmM CBA3bIO MapanpoTenHa C NopaxeHneM noyek.

Mpu MIM3 npoTenHypua MeHee 1r/cyT 1 cTabunbHasa GyHKLMS nodek npu XBI 1-1 ctagum gonyckatoT
HabnOeHWe; Npy NepBbIX NPU3HaKax yxyaweHUs QyHKLMW NoYeK TePanmio HaYMHaT HEMeaIeHHO.

Ona noaTeepxaeHns AL-amnionno3a HE06X0AMMO BbIABUTb aMUNOUL, B TKaGHK, OKE3aTb €ro CBA3b C
MOHOKIIOHA/TbHOW NEerkow LLeMnbio M YCTaHOBUTL NMopaxeHune opraHoB-muLLeHen. ObHapyXeHusd amunovaa
MOHOKJI0Ha/bHOW CeKpeLmm 6e3 TUMMPOBaHNA aMnionaa HeJoCTaTOUHO.

[narHo3 POEMS TpebyeT AByXx 0653aTeNbHbIX MPU3HaKOB — NOMHENPONaTUN U MOHOKJIOHaNbHOM rammanaTum, —
a Takxe 0HOro 60/bLWOro 1 OAHOr0 Manoro KpuTepus. bonblune KpuTepumn: bonesHb KactnemaHa, oyaru
OCTeO0CK/epO03a, nosblleHne VEGF.

Mpu AL-amMunnonao3e Hanbornee YacTo NopaxakTCd CepaLe v MOYKK; TakxKe MOryT NopaxaTbCs Xenyao4YHO-
KMLLEYHbIV TPaKT, MeYeHb, BeretaTnBHas U nepudepunyeckas HepBHas cucTeMa, MArkne TkaHu v Apyrme opraHbi.
Mpu POEMS cTpaTterusa 3aBMCUT OT YMCa 04aroB OCTEOCKNEPO3a U HAaNMUma KNoHanbHbIX Nia3mMaTUYeckmnx KneTox
B KOCTHOM MO3re: Npu 1-2 o4arax 1 OTCYTCTBUM KINTOHa BO3MOXHa yyeBas Tepanus, Npu Hanmuum KnoHa unm Tpex u
Bonee o4aroB Hy>XHa CUCTEMHas LUTOPeayKTVBHasA Tepanus.

Mpv MITI3 B npoLecce Tepanumv UMMYHOXUMUYECKOe UCCrefoBaHne 6eKOB ChiIBOPOTKMU 1 MOUM BbIMOMHAIOT Nocne
KaxablX 2 KypCcoB; NOCe AOCTUXEHNA PEMUCCUN HEOOXOANM MOHUTOPUHT NapanpoTenHa 1 OCHOBHbIX
nokasaTenen GyHKLMN BHYTPEHHNX OpraHoB 1 pa3 B 6 MecsLEB.

OunarHocTuka

1.
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Mpu MIM3 cnenyet cobpaTb xanobbl  aHamHe3, oueHUTbL ECOG 1 KOMOpPBUOHOCTL, a Takxe 06paTUTb BHUMaHWe
Ha nepudepuyeckne oTeku, ObILLKY, apTepuanbHOe AaBneHne, KONMMYeCTBO U LIBET MOYM.

.Mpur ocMoTpe naumeHTa ¢ MIMI3 oLeHMBaOT MPU3HAKX MOPaXeHWs NoYeK, BKOYast OTEKM U apTepuanbHyo

FMNepPTEeH3NIO, a Takxe J'IVIMCpa/J,eHOI'IaTVII-O, renaToMerannto 1 crnieHoMeranumto.

. [Anq BbIABNEHNS MOHOKIIOHaNbLHOro 6enka NpoBOAAT aNeKTpodopes 6eMKOBbLIX GpakLLUM, UMMYHOPUKCALLMIO KPOBK

1 MOYM, KONUYECTBEHHOE OonpeeneHe MMMYHOroByIMHOB 1 CBOBOAHbIX Nerkux Lenen kanna/naména B
cbiBopoTke; CILL onpenensatoT HedenoMeTpuen nnm TypeuanMeTpuen.

.Mpv nogo3peHunn Ha MIT13 BbINONHAOT BUOMCUIO MOYKM C NaTONOr0-aHaTOMUYECKUM UCCEA0BaHNEM,

UMMYHOTUCTOXMMUMEN 1 NPY HEOBXOAMMOCTM YNbTPACTPYKTYPHBIM MCCNeAOBaHVEM ONs ONpedeneHns xapakTepa
L,eNo31TOB MOHOKIOHaNbHOr 0 6erka.

. |_|pl/| noao3peHnn Ha Al-amnnongos nony4yatoT éuonTaTt I:I,OCTYI'IHOI;I TKaHW, NepBOHa4vasibHO Yalle NoAKOXHOro

XUMpPa, U OKPaLLMBAIOT €r0 KOHMO-KPaCHbIM C UCCNe0BaHVEM B NONSPU30BaHHOM CBETE; 3aTeM 06513aTeNbHO
TUNUPYIOT amunouna. Mpu oTpULLATENBHOM pe3yrbTaTe B1MOoNCcuM JOCTYNHOrO OpraHa UCCNeayoT NOPaXeHHbI
opraH.

.[Mpn nogospeHunn Ha POEMS onpepensatoT VEGF, nccnenytoT KOCTHbIM MO3T, BbIMOMHAT UMMYHOXUMUYECKOEe

nccnegoBaHne KpoBW M MOYK; NpK MnMdageHonaTum NPOBOAST BUONCHI0 MMMPATUYECKOro y3na Ans AMarHOCTUKM
6onesHn KactnemaHa.

.Mpu AL-amrnonpose Ans oLeHKM pacnpoCTpaHeHHOCTH 3a601eBaHWS BbIMOMHAOT HU3KOA03HYIO KT BCex KocTewn

ckeneTa; nepen HayanoM NeYeHm1st OLEHNBAKOT CTEMNEHb BOBNEYEHUSI BHYTPEHHWX OPraHoB, BKIOUas cepaLLe,
neyeHb 1 Apyrue opraHoi.
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INeueHue

« [Mpn MIT13 cneumduyeckyto Tepanuio HauMHaT NPY NPOTENHYPUK Bonee 1r/cyT, OCTPOM NOBPEXAEHWN MOYEK,
XBI 2-4-1 cTagmu, aKCTpapeHansHOM nopaxerHun nnn XBI 5-n ctagmy npu NnaHnMpyeMon TpaHCNNaHTaLLMmy MOYKM.
[Mpr NNasMoKNeTOYHOM KNOHE UCMOMb3YIOT NOAX0Abl neveHns MM, npu numdonnasmMouUnTapHOM —
MakpornobynuHemun BanbaeHcTpema, npy IMMOGOMAHOM — XPOHUYECKOr0 MMMEPOSENKO3a.

[ns Bnepsble BbiSBIEHHOM Mna3mMokneTouHon MIMTI3 npuMeHsioT pexuMbl ¢ 6opTesomMmnbom VCd unmn VMP, a Takke
DaraVMP nnu DaraRd; anbTepHaT1BOM MO0 BapMaHTOM Mpu NPOTUBOMOKAa3aHMAX K 6opTe3oMnby cryxuT Rd. Mpu
CK® MeHee 30 Mn/MuH o3y MendanaHa cHuxatoT Ha 509, 0o3y neHanugomuia onpefenstoT no CKO. Y
naumeHToB 40 65-70 neT 6€3 NPOTUBOMOKa3aHMM BO3MOXHa BbICOKOL03Hasa KOHconunaaLuma ¢ ayto-TICK.

Mpw BNepBble AMarHOCTUPOBAaHHOM CUCTEMHOM AL-amMnnonao3e y NaLMeHToB, He SBASIOLWMXCS KaHaAMAaTaMn Ha
ayTo-TI'CK, Ha I-IlIA cTagmsx pekomenayeTcs DaraVCd (napaTtymymas, 60pTe3ommb, Lmknodochamu,
nexkcameTasoH; YYP A, YO 2). AnbTepHaTtussl — VCd, VMd, Vd, Md, a npy 0TCyTCTBUM NMOpaxeH1s cepaua unm
NPOTMBOMOKa3aHUsAxX K bopTeszomMnby — Rd nnmn RCd.

Mpwu AL-amunnonao3se 6opte3omMné npu lll ctaamm HaunHaoT € 1 Mr/m?2 1 pa3 B He4ento C NoBbILLEHNEM MPKU XOPOLLIEN
NepeHOCUMOCTU; MOAKOXHOE BBEAEHME CYLLECTBEHHO CHUXAET YacToTy nonvHenponaTumn. Linknopocdamma
06bI4HO He npeBbiwaeT 300 Mr/M2 B Hefiento, MPU XXenyao4YKOBbIX HapYLWEHUAX PUTMa M 3a4epXKe XNOKOCTH Boree
3% no3y nexkcameTtasoHa CHuxatoT Ao 20 Mr. [Npu CKO MeHee 30 Mn/MUH 003y MendanaHa yMmeHbluatoT Ha 50%.

KanounpaTam Ha ayTo-TICK ¢ AL-aM1ionao3oM NpoBOAAT UHAYKLMIO, 0BbIYHO 4-6 kypcos VCd. Ang
TpaHcnnaHTauum UCNonb3ytoT He MeHee 5 x 108 CD34+ KNeTOoK/Kr; KOHAWLMOHWPOBaHWe — mendanaH 140-200 mr/
m2: 200 mMr/m2 npu CKO 6onee 50 Mn/MuH 1 Bo3pacTe A0 65 neT, 140 Mr/m2 npu CKO meHee 30 MN/MUH.
MoppepxuvBatoLlasa Tepanus nocne ayto-1I CK He pekoMeHayeTcs.

Mpw POEMS ¢ 1-2 ouaramu oCTeock1epo3a 1 OTCYTCTBMEM KITOHASbHbIX M1a3MaTUYeCKMX KNETOK NPOBOASAT
NyYEBYIO Tepanuio Ha ovaru B 4o3e 40-50 pan; yepes 6 MecsLLEB OLLEHMBAIOT MOHOK/IOHarNbHbIM 6enok 1 VEGF.
Mpwn HanMuMK KNOHa UNW TPeX 1 Bonee o4aros NoKasaHa CUCTEeMHas Tepanud; BO3MOXHbI Vd, Rd, DaraRd nnv Md. B
ncecnenosaHun Vd ncrnonb3osany 60pTe3omMmnd 1,3 Mr/mM2 NoAKoXHO 1 pa3 B Hefeno 1 AekcamMeTasoH 40 Mr B
He[eno B TeueHne 9 LMKMIOoB.

Mpw peunamee AL-aMmnnonao3a NpUMEHSIOT AapaTyMyMab B MOHOPEXMME: BHYTPUBEHHO 16 MI/MN exxeHeaenbHO B
LMKnax 1-2, 3aTeM Kaxable 2 Heflenu B Lmknax 3-6 v nanee 1 pa3 B 4 Hegenu. [Npu pemmccum 6onee 2 neT MOXHO
NMOBTOPUTBL NMPEXHIO CXeMY; Takxe NnpuMeHstoT IxaD, Rd/RCd nnn PomD. [Inga nkcasomnba ykasaHa [o3a 4 Mr 1 pa3
B HeLento, AN noManMaoMmnaa — CTapToBas M ONTUManbHas 403a 2 M.

Mpu AL-ammrnonaose ¢ HedPOTUYECKUM U BbIPaXEHHbIM OTEYHbIM CUHAPOMOM Ha3Ha4aloT ANYPETUKHM; MPpK
TepMuHanbHoW XBI 6e3 Taxenon cepaeyHon HeJOCTAaTOUHOCTUM MPOBOASAT 3aMECTUTESbHYIO MOYEUHYIO Tepanmio.
MNepen Ha4yanoM neyYeHnss NPOBOAAT BakKLMHALMIO NPOTUB MHEBMOKOKKA M eXerOAHYIO BaKLMHALMIO NPOTUB rpunna.

Korpa HanpaBuTb U Kak HabnogaTb

« [Mpw BbIsBNEHUKN MITTI13, AL-amunonao3sa unv POEMS naLmeHTa HanpaBnsaoT Ha KOHCYbTaLMIO K reMaTosnory B
LLeHTp aMbynaTopHOW reMaTonortyeckom/OHKOMOrM4eckom NoMOLLIM UV reMaToIorMyeckoe oTaeneHve; npu
HEBO3MOXHOCTW BbIMOMHUTL ANArHOCTUKY Ha MECTe — B CMeLanm3npoBaHHyo MeANLIMHCKYIO OpraHn3aLmio.

MnaxoBaga rocnnTanuaauma npu MIMI3 HyxXHa Ang Kypca Tepanuu, TpebytoLLero KpyrnocyToYHOro HabntoaeHus, B
TOM YMCE NPK OCTPOM MOBPEXAEHMM MOYEK, OTEKaX, 3NEKTPONUTHbLIX HapyLieHUAxX, CKP MeHee 30 MI/MUH,
nopaxeHuv cepaLa Unum neyveHun, a Takxe AN BbICOKOAO3HOW XMMUoTepanuun, cbéopa kneTtok 1 ayto-TICK.

Mpu AL-amMnnonao3e nnaHoBas rocnmMTanu3auns nokasaHa Ang Tepanmm ¢ KpyrnocyTOUHbIM HabMoAEHNEM,
BK/TIOYAsA CepAEYHYI0 HeJOCTaTOYHOCTb, aPUTMUIO, MOBbILeHWe TpornoHuHa, NT-proBNP 6onee 1800 nir/mn, CK®
MeHee 30 MN/MUH, TAXeny KOMOPOUOHOCTb, a TakXe AN BbICOKOA03HOM XumMmnoTepanum n ayto-TI CK.

OKCTpeHHasi rocnuTanusaums npu AL-ammnonaose TpebyeTcs Npu OCTPOM NOBPEXAEHUM Nodek Ha GoHe Tepanuu,
TPOMBOTUUYECKMX NN FEMOPPAarndeCcKX OCOXHEHUSIX, TAXENON MHDEKLLMN, HAPYLLEHUSX PUTMa UMK
NPOBOAMMOCTU U AEKOMMEHCALLMN CEPAEYHON HEAOCTATOYHOCTM.

Mpw POEMS nnaHoBO rocnuTanusnpytoT AN Tepanuu, TpebyloLen KpyrnoCyTOUYHOro HabnoaeHus, npu
BblpaXXeHHOM OTEYHOM CUHOPOME, TPOMBO3ax UK TAXENON KOMOPBUOHOCTH, a TakXe A5 BblICOKOAO3HOM
xvmmnoTepanuu n ayto-TI CK; 3KCTPEHHO — Npu TPOMBOTUYECKMX, FTEMOPPAarUiYeCKmX U TEXENbIX UHOEKLIMOHHbIX
OCNOXHEHUSX.
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YacTble BOonpochl

Kakune kputepumn nogreepxaatoT MIM13?

Hy>Hbl 06a Npr3Haka: MOHOK/IOHaNbHaa CekpeLms B CbiIBOPOTKE U/U MOYE U [OKa3aHHasa MMYHOMOPdOIOrnyecku
CBA3b NapanpoTeNHa C NopaxeHueM noyek. BepndukaLmsa 0bbiYHO TpedbyeT BUONCKMM MOUKM C UMMYHOIUCTOXMMUEN U,
npv HEO6XOANMOCTH, YNbTPACTPYKTYPHBIM UCCNEAOBaHNEM.

Korpa npu MIT13 MoXHO HabntoaaTb NaumMeHTa 6e3 NpoTMBOOMNYXONeBon Tepanum?

BbixmaoaTensHasa TakTuka BoO3MoxHa npu XbBI 1-1 cTtagmu, CTabunbHON QYHKLUM MOYEK U NMPOTENHYPUN MeHee 1T /cyT.
Mpw yxyAweHn1 GyHKLMM NOYEK MPOTUBOOMYXOMEBYIO TEPANUIO HAYMHAKOT HEMeaIeHHO.

Kak nogreepxpatot AL-ammnonpos?

B TkaHW BbISBNAOT aMUIonz OKpaCKOl;I KOHIO-KpacHbIM C 3e/1eHblM CBEeYEHWEM B NONIAPpMU30BaHHOM CBETE, 3aTEM
[0Ka3bIBalOT €ro CBA3b C MOHOK/TOHAbHOW NTErKOM LLEeMNbIO M Hanu4me nopaxeHna OpFaHOB-Ml/ILIJeHeVI. TVII'Il/IpOBaHVIe
amMmunona obasaTensHo, MOCKO/JIbKY COMYyTCTBYIOWadA MOHOKMNOHanbHad raMManaTmna MOXeT ObITb HE CBA3aHa C
OTNoOXeHneM amMmmnounaa.

Kakoi MMHMManbHbIN Habop NPU3HAKOB HyXeH Ans auarHosa POEMS?

TpebytoTca nonMHenponaTns U MOHOKITOHaNbHasd ramMmanaTus, oauvH 60/bLWOoN KpUTepun — bonesHs KactnemaHa,
OCTeOoCKNepo3 unu nosbieHve VEGF — 1 oanH Manbivt KpUTepun, HanpuMep opraHoMeranus, OTekw,
SHOOKPUHOMATUSA, KOXHbIE U3MEHEHWS, OTEK ANCKa 3pUTENBHOIO HEPBA UMM TPOMOOLMTO3/NONNLUTEMUS.

Kak oLleHMBaIOT MOYEYHbIN U cepAeyHbIn OTBET Npu AL-amunonaose?

MoyeYHbIN OTBET — CHUXEHWE CYTOUHOM NpoTenHypumn Ha 30% nnmn 0o meHee 500 Mr/cyT 6e3 cHuxeHna CKO 6onee
yeM Ha 25%. CepaeyHbin oTBET — CHMXeHne NT-proBNP Ha 30% vnmn 6onee yem Ha 300 HIr/m npy UICXOOHOM YPOBHE
Bbiwe 650 Hr/n 6o yny4leHve GyHKLIMOHaNbHOr o Krnacca cepaeyHon He4OCTaTOYHOCTM Ha [iBa 1 bonee knacca npu
ncxogHom knacce NYHAII-IV.

BbIXn1MKa caenaHa no TeKCTy pekoMeHAaLUmmn U He 3aMeHseT ero. MonHbI 0dULManbHbI TEKCT, KabKyNATOPbI 1 COKPaLLEHHaa BepCusa:
https://lwkonaceyeHosa.pd/cr/883-drugie-plazmokletochnye-novoobrazovaniya. OpuLmanbHbIM MCTOYHKMK: https://cr.minzdrav.gov.ru/
preview-cr/883_1
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