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Cnucok cokpameHui

HSV-8 — Bupyc npoctoro repreca tum 8

IgM — ummyHOTTIOOYIIMH M

ayroTI'CK — ayroTpaHcriaHTanus reMONO3THYECKUX CTBOJIOBBIX KIIETOK
AJIT — anannHamMuHOTpaHChepa3a

ACT — acnmapraTamuHOTpaHcdepasa

AYTB — akTHBHpPOBAaHHOE YACTHYHOE TPOMOOTIACTUHOBOE BpEMSI
BBII — BEDKMBaeMOCTh 0€3 TPOrpeccuu

BJIIT — BBDKMBaEMOCTD 10O IPOTPECCUU

BAXT — BbICOKOJ03HAST XUMHOTEPAITUS

BUY — Bupyc ummyHoAeunTa YenoBeka

I'CK — remonosTuyeckue KIeTKu

NOT — ummyHOGEHOTUIHPOBAHKE METOJIOM NMPOTOYHOHN IIUTOMETPUU
KT — xomnbroTepHast Tomorpadus

JIAI' — nakTatnernaporeHasa

MB — Makporno6ynunemus Banpaenctpema

HCV — Bupyc renarura C

HXJI — HexomKKHHCKHE TUM(OMBI

OB — 00112as BEDKHBa€MOCTh

OXYP — ouensp xopouas yaCTUUHAs PEMUCCUS

I13 — mporpeccus 3aboneBaHus

I1P — monHas pemMuccus

Cr — crabunuzanus 3a00J1€BaHUs

V3U — ynbTpa3ByKOBOE UCCIIEI0BAHUE
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YP — yacTtuyHas pemuccus
OKI — snexTpokapauorpadpust
3x0-KI" — sxokapauorpadus

TepMI/IHbI U onpeaecJIeHus

MakpornoOynmuaemusi Banpaenctpema (MB) — B-knerounas numdoriasmonuTtapHas tuMdoma ¢
MPEUMYIIECTBEHHBIM NOPAKEHHEM KOCTHOTO MO3Ta M CEKPelrel MOHOKIOHAIFHOTO UMMYHOTJIOOYTHHA
M (IgM).

JImmponmazmormrapraass numdpomMa — 3T0 B-kierounas omyxosib, 00pa3oBaHHAs MEIKHUMH
TuM(GONOJOOHBIMHY  KJIETKAaMH, JUMQOUIHBIMH KIETKaMHU C IJIa3MoIuTapHOi nuddepeHpoBKoH,
I1a3MaTHYECKUMHU KJIETKaMU.

NMMyHODeHOTHITMPOBAaHUE — METOJI, OCHOBAHHBIN Ha PEaKIIMU aHTUT€H-AHTUTENO U UCIIOIb3yEeMbIil
JUIS OIIpeNieIeHNsl cieln(pUUecKuX TUIOB KIIETOK B 00pa3lax KpoBH, KOCTHOIO MO3ra, JTUM(aTHYECKUX
y3J10B U ApYyrux TkaHeil. UMMyHO(DEHOTUIIMPOBaHKHE BHIOJHSIOT C OMOIIbIO MYJIbTUIIAPAMETPUUYECKON
MPOTOYHOM UTOII0OpUMETpUH (0OBIYHO, KAK MUHUMYM, 4- I 6-1IBETHOM).

Pemuccuss — mnepuon TeueHuss 3a00JIeBaHUSA, KOTOPBIM XapaKTepu3yeTcs 3HAYUTEIbHBIM
oclabJieHueM WM TMOJIHBIM HCYE3HOBEHHEM CHMITOMOB 3a0o0jieBaHMs, B TOM 4YHUCIIE IO JaHHBIM
BBITIOJIHEHHBIX JJAOOPATOPHBIX U MHCTPYMEHTAIBHBIX METOJIOB HCCIIEI0BAHUSI.

PeunauB — BO3BpaT KIMHUKHM 3a00JIeBaHUS, B TOM YHCIE€ M MO JaHHBIM JaOOpaTOPHBIX H
MHCTPYMEHTAJIbHBIX METOJIOB HCCIIEA0BaHUN.

CHHZIpOM THIIEPBA3ZKOCTH — BCTpPEYAETCs B ClydasiX, KOTJa YpPOBEHb nartosiormueckoro IgM
npespimaer 30 /1. B naHHOM ciydae NMpOUCXOAMUT B3aMMOJICHCTBHE MapampoTedHa C MHEIMHOBON
000JIOUKOH, YTO MPUBOJIUT K TMOSBJICHUIO HEBPOJOIMYECKOM CHUMIITOMAaTHKU: HEHpONAaTusi, CHIKEHHE
3pEeHMs], Tape3bl, MOBBIIIEHHAs! YTOMIIIEMOCTb, Cl1a00CTh, COHJINBOCTb, CHUKEHUE TTAMSITH.

TpancmaHTanust  ayTOJOTMYHBIX TE€MONOATUYECKUX  CTBOJIOBBIX KJIETOK —  TpaHCQy3us
3arOTOBJICHHBIX DPAaHEE CTBOJIOBBIX KJIETOK CaMOro TAalMeHTa, KOTOpas BBINNOJHACTCA IOCHE
MPEIBAPUTEIHHON BBICOKOIO3HOW XUMHUOTEPAITUH.

1. KpaTkast unpopmanus

1.1. Onpenesienue 3a00/1eBaHNsI WU COCTOSIHUSI (TPYNNbI 3200/1eBAHUI WJIN COCTOSTHHI)

Makpornooynunemust Banpnencrpema (MB) — B-knerounas numdoruiazmorutapaas auMdoma c
MIPEUMYIICCTBEHHBIM TIOPKEHHEM KOCTHOTO MO3Ta M CEKPeIMeil MOHOKIOHAILHOTO UMMYHOTJIO0Y/IMHA
M (IgM). B peakux cinydasx (MeHee 5%) Moryt BcTpedarbcsi JUMQOIIa3MOLUTAPHBIE TUMGPOMBI C
cekpeuneii IgA, IgG nnu HecekpeTUpYIOMUN BapuaHT O0JIE3HH.

1.2. DTnonorusi M mnaroreHe3 3a00JieBaHUSI WJIM COCTOSHUSI (Ipynmnbl 3a0oJieBaHUN MM
COCTOSIHMIA)

[Tpuunnsl pasButus MB, kak u gpyrux numdom, HesicHbl. OOcyxnaerca psn  (GakTOpOB:
TeHeTHYecKas MpepacroIokKeHHOCTh, AepeKT T-KIeToOuyHOW CynpeccOopHOH (YHKUMHU; BIHUSHUE
palualMoOHHBIX BO3ACHCTBHM, XMMHUYECKUX MyTareHoB M BupycoB (Hampumep, HCV, HSV-8, BUY).
CymiecTBeHHBIM (pakTOpoM pucka pa3BuTHs MB sBnsercs Hanuuue B aHamHe3e [gM-MOHOKIOHATBHOMN
raMMaraTii HeoTpeIeieHHOTo (HeyTouHeHHoro) reresa (IgM-MGUS).

1.3. DnuaeMuoJiorust 3a00J1eBaHUSI WJIM COCTOSIHUA (rPyNnbl 32001eBaHMIi HJIH COCTOSIHUIA)

MB cocranser okoso 2% oT Bcex reMo051acTo30B ¢ 3a00J1€Ba€MOCThIO OT 2 J10 5 ciiy4yaeB Ha 1 MiIH
HaceJeHus B roJl. MakcumyM 3a0071€Ba€MOCTH NMPUXOIUTCS HA ILIECTOE — CEABMOE JIECATUIICTUS KU3ZHU C
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MEeIMaHOM BO3pacTa NaAlMEeHTOB 63 Toja, W PEIKO BCTpEYaeTcss y MalMeHTOB MoJioxke 40 Ier.
CootHomieHue M:k paBHsercs 2,3:1.

1.4. OcobGennocTu KOAMpOBaHHs 3a00JIeBaHMSI MJIM COCTOSIHMS (rpynnbl 3a00/1eBaHUN WM
cOCTOSIHMH) 10 MeXIyHAPOAHOH CTAaTHCTHYEeCKOH Kiaaccupukauuu Ooje3Hell H  npodem,
CBSI3aHHBIX CO 310POBbEM

C88.0 — makporinoOynmaemus: Baibnenctpema

1.5 Knaccudukauus 3a00/1eBaHUA UM COCTOSTHUS (TPyNIbI 3200/1eBAaHNA UM COCTOSTHMIA)

Her

1.6. Knuauyeckasi KapTHHA 3200JIeBaHUA WJIH COCTOSIHMS (TPynmnbl 3a00JIeBAHMI WM
COCTOSIHM )

Knunnueckass kxapruna MB  omnpexpensercs cnenuduueckoid auMGOUIHON HHPHUIbTpaluen
KOCTHOTO MO3ra, IMEeYEHH, CEIE3eHKH, TUM(PATUUECKUX y3J0B (MHOTJAa U JIPYrMX OpPraHoB M TKaHei), a
TaKkKe HaluYhueM B CbIBOpoTKe kpoBu PIgM. YacTel Hecnenuguueckue acTeHWYECKHE KaloObl Ha
Cl1ab0CTh, TIOBBIIMICHHYIO YTOMJIIEMOCTb, AapTPajIMM, YMEHBIIEHHE Macchl Teja, KpPOBOTOYHUBOCTh
CIIM3UCTBIX 000JOYEeK HOCa, JEeCeH, MNPsIMOM KHUIIKHM;, HEBPOJIOTMYeCKHe paccTpoiictBa. ['emato-
CIUIEHOMeTanus 1 TuM(aJeHoNnaTHs — yacThle, HO HeoOs13aTenbHble npu3Haku MB.

2. JIMarHoOCTHKA

Kputepun ycraHoBieHHs TMarH03a/COCTOSIHUSA:

[Ipu ycranoBneHun auarsoza MB 0KHBI IPUCYTCTBOBATH CIIEIYIOIINE KPUTEPUH:

1. BBISIBJICHHE MOHOKJIOHATBHOTO IgM B KpoBH (HE3aBHCHMO OT YPOBHS MapanpoTeHHa);

2. uHOUIbTpALMs KOCTHOTO MO3ra MajbIMU JIMM(OUUTAMH, TUIa3MOLMTOUIHBIMU KIETKaMU H
1a3MaTHYECKUMHU KieTkaMu (AudQy3Has, HHTEpCTULUANbHAS UIN HOAYJSApHAs ).

Pematomiee 3HaueHue B AuQdepeHInanbHON JUArHOCTUKE HMEIOT KIMHUYEecKas KapTuHa (B
YaCTHOCTH, HE3HAa4YUTeNbHas JuMaZeHonaTHs npu BeprUUIIMPOBAHHOM MOPaXKEHUHU KOCTHOTO MO3ra),
HaJIu4yue ¥ ypoBeHb M-TipoTeHnHa.

B cmywae cekpenun IgA wu IgG 3abosieBaHMe JMArHOCTUPYETCSA Kak JIMMQOIUTa3MOIUTapHAas
nuMdoma.

2.1. ’Kano0bl u aHamMue3

- Bcem nammentam ¢ mojgo3peHueM Ha MB, a Taxke BceM ManmeHTaMm ¢ BepuduuupoBanHoii MB
MIPH KaXKJIOM MpUeMe peKOMeHIyeTcst cOOp aHaMHe3a U Kaslo0 Ui OIICHKU COCTOSIHUS MAllUeHTa, a TAaKkKe
JUI YCTaHOBJIEHUS (PAKTOPOB, KOTOPHIE MOTYT OKa3aTh BIUSHHE Ha OMNpeAeTeHHe JeueOHOW TaKTHUKH
naruenTa [1-3].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii — C (ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

KommenTapuu: JKaIoObI HOCSIT Hecrienupuueckuit Xapaxrep, 00yCIOBIIEHBI
nuM¢onia3MauTapHod HHQUIBTpAMe OpPraHoB M TKaHEH U MHUPKYIALUed MaKporioOyiIHuHa,
MPUBOJISIIETO K TUIIEPBA3KOCTH, aMUIIOUI03Y:

- ['onoBHBIE 6O, HEYETKOCTh WIIHM yTpaTa 3pEHHUS, STTH30/IbI HAPYIIICHUS COZHAHUS

- [lopaxxeHne KOKH U CIU3UCTBIX — KPOBOTOYMBOCTh, KPAallMBHULIA, TAITYJIBI, IEPMATUT

- Ilporpeccupyroiiee CHMKEHUE YYBCTBUTEIHHOCTH, MOKAIbIBAaHHUE, >XKEHHE, 00JIE3HEHHOCTh B
CTOIIax M KUCTAX. HeycToitunBast noxo1Kka, CHUKEHUE MBILLIEYHON CHJIbI

- Cunnpom PeitHo, akpormaHo3, 3Bkl HA HOTax
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- Inapesi, 6011 B KHUBOTE
- Moxer onpenensaThcs 06CCUMIITOMHOE YBETMYCHHE TUM(POY3JI0B JIF000H JTOKAIM3AIIHH.
- HeoOxoauMm c6op anamuesa (B T.4. CEMEHHOTO).

2.2. Du3zuKajabHOoe 00C/Ie10BAHNE

- Becem nanuenTam ¢ nopo3penneM Ha MB wnm BeIsiBIIeHHONM MB npu nepBUYHOM HIIM IIOBTOPHOM
npueMe, TPH KOHTPOJIBHBIX OOCIEIOBaHMAX, W TPH MOJO3PEHHUH Ha PEUUAWB/TIPOrPECCUPOBAHUE
3a00JIeBaHUS PEKOMEH/IYETCSl BBINIOJHEHWE BHU3YaIBHOTO OCMOTpa TEPareBTHYECKOTO, MalbHaluu
TEparneBTUUECKON U ayCKyJIbTallUM TEPalleBTUUYECKON JUIsl YTOUHEHHUS paCIpOCTPaHEHHOCTH 3a00JI€BaHUS
Y OIICHKU COCTOSIHUS MAaIleHTa M0 OpraHam u cucremam [1-3].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMmeHnTtapuu: npu ocMoTpe namueHra

- M3MEpEeHHe POCTa U Macchl Teja, TEeMIEepaTyphbl Tella; OLEHKY COCTOSHUS KOXKHBIX MOKpPOBOB,
KOCTHO-CYCTaBHOM  CHCTEMBI; BBISIBIEHHE [PU3HAKOB TIE€MOpPPArd4ecKoro CHHIPOMA; HaJU4ue
renaTrocIuieHOMeranuu, JTMMGoaaeHONAaTUH; HAIMYUe NMPU3HAKOB NUCHYHKIUU CEpALA, JETKUX, TEUeHH,
OpraHoB SHAOKPUHHON CUCTEMBI.

- onpeaesieHne Hanuuusa B-cuMntomoB.

- onpezencuue craryca mo ECOG (0-4).

2.3. JlabopaTopHbIe IMATHOCTHYECKHE UCCIETOBAHUS

- Bcem mammentam ¢ MB mepen mpoBeneHHEM NEPBOM JUHUM MPOTHUBOOIYXOJIEBOM Tepamuu
PEKOMEHAYETCsI BBIMIOTHUTD ONPEIECICHNE COOTHOLIEHUSI OENIKOBBIX (PpakUuii B KPOBH U B MOYE METOJIOM
anekTpodope3a U UCCIEeOBaHHE MOHOKJIOHAJILHOCTH MMMYHOIJIOOYJIMHOB B KPOBU M B MOYE METOJOM
UMMYHO(HKCAIIUH IS BBISIBJICHHS MOHOKJIOHAIBHOTO MIMMYyHOTI00ymuHa [ 1-3].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KoMMeHTapuu: BbISBIEHHE MOHOKJIOHAJIBHOTO HMMYHOIUNIOOY/IMHA (Tak Has3blBaeMoro M-
IpagueHTa, He3aBUCUMO OT €ro BEJIMYMHBI) SBJISETCS OJHUM W3 OCHOBHBIX TUArHOCTUYECKHX KPUTEPHEB
MB. Kpome Toro, He0OX0IUMO OIpeac/ICHIE YPOBHS HOpMaJIbHbIX Ig chiBOpoTKH KpoBH [1-3].

- Bcem mammentam ¢ MB nepen mpoBeneHHeM NEpBOM JIMHUM MPOTUBOOMYXOJICBOM Tepanuu
PEKOMEHIYETCSl BBINIOJHUTh MOJIEKYJISIPHO-TEHETUYECKOE HCCieloBaHue ToueyHo mytanuu P.L625P B
reie MYDS88 meromom IIIIP B numdoriazMoruTapHbIX KJIETKaX KOCTHOTO MO3ra MOJICKYJISPHBIM
METOJI0M Ha Hanuuue mytarmun MYD88 (L265P) [1, 2, 4, 5].

YpoBeHb yOeAUTEIbHOCTH PEKOMEHAaIHii — B (YpOBEHb JI0CTOBEPHOCTH JIOKA3aTENILCTB — 3).

KommenTtapuu: npumensiercs i nuddepeHnnansHoi 1MarHocTuku ¢ B-kietounoii mumbomoii u3
KJIETOK MaprUHaIbHOM 30HBI C cekperueil M-napanporenHa, umeromieil cxoausiii ¢penorurn. OTcyTcTBHE
MYTallU{ UCKITIOYAeT JUarHo3 auMmdorazMonuTapHoi aumdpomsl/MB.

- Bcem manumentam ¢ MB mepen mpoBeieHHEM NPOTUBOOIYXOJIEBOM Tepamuu PEKOMEHIYEeTCs
BBITIOJIHUTh Pa3BEPHYTHIH OOMMN (KIMHUYECKHU) aHadu3 KpOBU C ONpEICIICHHEM TeMOrIoOHHa,
SPUTPOILIMTOB, TPOMOOIUTOB, JEHKOIMTOB, TOACUYETOM JICUKOIUTAPHOU (OpMYIBl U KOJHMYECTBA
PETUKYIOIMTOB JJii YTOYHEHHWS COCTOSHUS TMAallMeHTa, aKTUBHOCTU 3a00JIeBaHMsI U BO3MOKHOCTH
MPOBEICHHUS TIPOTHUBOOIYXOJIEBOTO JedeHus [3, 6].

VYpoBeHb yoeauTeabHOCTH pekoMenaaiuii — C (YypOBEHb JTOCTOBEPHOCTH JOKA3aTENbCTB — 4).

- Bcem manmentam ¢ MB nepen mpoBeneHueM NPOTHMBOONYXOJIEBOM TEpamuu PEKOMEHIYETCs
BBITIOJIHUTh OMOXMMUYECKUN aHAIU3 KPOBU OOIIETepaneBTUYECKH, BKIIOYAIONMN 00s3aTeIbHOe
onpenenenue JIJII, ModeBOW KHCIOTHI, MOYEBHHBI, KpeaTWHWHA, oOmero Oenka, anpOyMHHA,
ounupyouna, ACT, AJIT, menouynoit ¢ocdaraszpl, Kaublus, KaldblUs Ui yYTOYHEHUS COCTOSHHS
ManueHTa, akTUBHOCTH 3a00JI€BaHUS ¥ BO3MOKHOCTH MPOBEJICHUS] TIPOTHUBOOIYXOJIEBOTO JiedeHus [ 3, 6-
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8].

YposeHb yoeautenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Bcem manmenram ¢ MB nepen mpoBeneHHeM IPOTHBOOIYXOJIEBOM TEpalvu PEKOMEHIYETCs
BBITNIOJTHUTh OOUIMHA (KIMHUYECKUN) aHAM3 MOYM JJIS YTOYHEHHUS! COCTOSHHS MAIlEeHTa, aKTUBHOCTH
3a00JIeBaHMsI U BO3MOXKHOCTH MPOBEICHHS IPOTUBOOITYX0JIEBOTO JeueHus [9].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Bcem nanmenram ¢ MB nepen mpoBeleHHEM IPOTHMBOOIYXOJIEBOM TEpalMHM PEKOMEHIYETCS
BBIIIOJIHUTH KOAryjaorpamMmy (OpHUEHTHUPOBOYHOE MCCIEAO0BAHUE CHCTEMBI I'€MOCTa3a) C OINpeAETICHUEM
cienyromux napamerpoB: AUTB, nporpomOuHOBBIH wuHIekc 1o KBHKY, TpoMOMHOBOE Bpems,
(uOpUHOTEH AJI1 YTOUHEHUSI COCTOSHUSI CBEPTHIBAIOIIEH CUCTEMBI MAIlMEHTa U PUCKAa TeMOPPAarHuecKux
ocioxuenunit [10].

YpoBeHb yOSAUTEIBHOCTH PeKOMeH IaIiii — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3).

- Bcem mammentam ¢ MB nepen mpoBeneHHEM NEPBOM JMHUM NPOTHUBOOIYXOJIEBOW TEpaNUH
PEKOMEHAYETCsI BBINOJHUTH OIpE/IeIeHHe TPYIIbl KPOBH U pe3yc-(hakTopa, onpeneseHue aHTUIeHa
(HbeAg) Bupyca renmatuta B (Hepatitis B virus) B kpoBu, onpesenenne aHTuTen K BUpycy remarura C
(Hepatitis C virus) B KkpoBu, ompeneneHue antuten kmaccoB M, G (IgM, IgG) x Bupycy
uMmMmyHonedpumuTa yeiaoseka BUU-1 (Human immunodeficiency virus HIV 1) B kpoBu 1151 yrouHeHus
HaJIM4Yusl COMYTCTBYIOLIEH NATOJOTUU Yy NAaIlMeHTa U BO3MOXKHOW HEOOXOJMMOCTH MOAM(PHUKAIIII
MPOTHUBOOIIYXOJICBOM TEPAIMK MITH MTPOBEICHHS COMYCTBYIOIIETO JeUeHus [7].

YposeHs yoeautenbHOCTH pekoMenaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Bcem mammentam ¢ MB nepen mpoBeneHHeM NEpBOM JIMHUM MPOTUBOOMYXOJIEBOM Tepanuu
PEKOMEH/TyeTCSl BBITIOJTHUTH MCCIICIOBAHUE YPOBHS OeTa-2-MHKPOTIO0yInHA, KPUOTJIOOYIUHOB B KPOBU
[3].

Yposens yoeaurenbHoCTH pekoMenaaiiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 5).

- Bcem mammentam ¢ MB nepen mpoBeneHHeM NEpBOM JIMHUM MPOTUBOOMYXOJIEBOM Tepanuu
PEKOMEH/YeTCsl BBITIOJIHUTD UCCICIOBAHUE BI3KOCTH KpoBH [3].
VYpoBeHb yoeauTenbHoCTH pekomenaaruii — C (YypoBeHb JTOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

2.4. UHCcTpYMEHTAJIbHbIE TMATHOCTHYECKHE HCCIIeT0BAHUS

- Bcem mammentam ¢ MB nepen mpoBeneHHeM NEpBOM JIMHUM MPOTUBOOMYXOJICBOM Tepanuu
PEKOMEHAYETCSI BBITIOJHUTH PEHTTEHOJOTHYECKOe HCCIeI0BaHUEe KOCTeH ckeneTa (peHTreHorpadus
W/WITH KOMITbIOTEpHAast ToMOTrpadust) Uil yTOYHEHHUsI pacipoCTpaHeHHOCTH 3aboeBanus [1, 3, 11].

VYpoBeHb yoeauTenbHOCTH pekoMenaaruii — C (YypOBEHb JTOCTOBEPHOCTH JIOKA3aTEeIbCTB — 4).

- Becem marmentam ¢ MB mepen mpoBeneHHEM IEPBOM JIMHWM IMPOTHBOOITYXOJICBOM Tepanuu
pekoMeHyercsi BBIIONHUTE KT OpraHoB TpyaHON KIETKH, OPIONIHOM MOJIOCTH W 3a0pIOIIHHHOIO
npocTpancrtsa [1, 3, 7].

VYpoBeHb yoeauTenbHOCTH pekoMmenaaruii — C (ypoBeHb JOCTOBEPHOCTH JJOKA3aTEIbCTB — 5).

- Bcem mamuentam ¢ MB nepen mpoBeneHHEM IEpPBOM JIMHUU IIPOTHUBOOIYXOJIEBOW TEPAIUU
PEKOMEH/yeTCs BBIMOJHUTh PEHTICHOTpaguio OpPraHoB TIPYIHOM KIETKH B JABYX HPOEKIUSAX IS
BBISIBIICHUS] KI3MEHCHHU JICTOYHOM TKaHHM M OpraHoB cpepoctenus [1, 3, 12].

VpoBeHb yoeautenbHOCTH pekoMenaauii — C (YpOBEeHb JJOCTOBEPHOCTH JIOKA3aTeNbCTB — 4).

- Bcem mamuentam ¢ MB nepen mpoBeneHHEM IEpBOM JIMHUM IIPOTUBOOIIYXOJIEBOW Teparnuu
PEKOMEH/yeTCsl BBINIOJHEHUE YibTpa3BykoBoro uccienoBanus (Y3U) Bcex rpynn nepugpepudeckux,
BHYTPUOPIOIIHBIX M  3a0pIOIIMHHBIX JHUM(ATHUECKUX Yy3JI0B, OPraHoB OpIOIIHOM MOJIOCTH U
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3a0pIOUIMHHOTO TPOCTPAHCTBA JJISI ONPENENICHUS Pa3MEpPOB IICUCHH, CEJIE3CHKH W BHYTPHOPIOIIHBIX
nuMdaTHYECKUX y3JI0B, a TAK)KE OLCHKH COCTOSHUSI OpraHoB OproriHoi nonocty [1, 3, 7].
YposeHb yoeautenbHoCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH JI0KA3aTEIbCTB — 5).

2.5. Uuble AUATHOCTHYECCKHE HCCJICA0BAHUSA

- Bcem mammentam ¢ MB nepex mpoBeneHHEM NEPBOM JMHUM NPOTHUBOOIYXOJIEBOW TEpAIlUH
PEKOMEHYeTCsl BBITIOJIHUTH TOJTY4YE€HUE IIUTOJIOTHYECKOTO Tpernapara KOCTHOTO MO3ra IyTeM ITYHKIIWH,
LUTOJIOTUYECKOE HCCIIEJOBAaHME Ma3Ka KOCTHOIO Mo3ra (MuenorpaMma) s oOOHapyXeHus
nuMoriazmMorrapHoi uHbuibTparmu [13].

YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

- Bcem mammentam ¢ MB nepen mpoBeneHHEM NEpPBOM JMHUM NPOTHUBOOIYXOJIEBOW TEpaNUH
PEKOMEHAYETCSI  BBINOJIHUTH  TOJYy4EHHE  THCTOJOIMYECKOro  Ipernapara  KOCTHOIO — Mo3ra
(TpemanoOuorCHs), MaTOJ0TO-aHATOMUYECKOE MCCIIeIOBaHNE OMOTICUITHOTO (OTepallMOHHOT0) MaTeprana
KOCTHOTO MO3ra C MPUMEHEHHEM UMMYHOTHCTOXMMHUYECKUX METOJIOB W/WJIM UMMYHO(DEHOTUITUPOBAHUE
KJIETOK-TIpe/IecTBEHHHUI] B KocTHOM Mo3re (M®PT) kinetok acnupara koctHOro mo3ra [6, 13, 14].

YposeHs yoeautenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KommenTtapun: MakpornoOynunemusi BanpaeHcTpeMa xapaktepusyercs JUM(OIIIa3MOIMTAPHOM
MHQUIBTpalel KOCTHOTO MO3ra, TUMGOUIHON TKaHU C MOHOKJIOHAJIBHOM cekpennel. [ mcronornueckas
KapTHHA KOCTHOTO MO3Ta IMpe/CTaBlieHa HHOUIBTPAIMEH MaJbIMH JIUMQPOIMTAMH, TUIa3MOIUTONTHBIMHU
KJIeTKaMU U IUIa3MaTUYeCKUMHU KieTKaMu (Auddy3Has, HHTEpCTUIHAIbHAS WM HOMAYJSpHAs).
Mopdonoruuecku numporuiazmouutaptas tumpoma 1 MB UMeroT HIeHTHYHBIN OIyX0JIeBbIl cyOcTpar,
00pa3oBaHHBIM  MEJIKUMU  JUMQPOIMTOMOAOOHBIMU  KJIETKaMH, JUMQGOUIAHBIMA  KJIETKaMH  C
MJIa3MOLIUTApHON AU PEPEHITUPOBKOM, TIIa3MaTHYECKUMU  KJIeTKamMu. Pemaroree 3HaueHHWe B
g depeHnnanbHON TUarHOCTUKE UMEIOT KIIMHUYEeCKasi KapTHHA (B YaCTHOCTH, OTCYTCTBUE BBIPaKEHHON
nuMpaZeHONaTuy Npy BepUPUIIMPOBAHHOM NOPAKEHUH KOCTHOTO MO3ra), Halnuuue M-mapanpoTenHa.

Knerkn omyxosneBoro cyocrpara mpu MB skcmpeccupyror PIgM kak Ha cBOei TOBEpPXHOCTH
(sIgM), tak u BHyTpH 1uTOILIa3MbI (cIgM). Dkcnpeccus sIgM cymecTBeHHO npeBasupyeT. MimeeT mecto
BBIp&KEHHAs JKcrpeccusi Takux B-kierounsix anturenos: CD 19, CD 20, CD 22, CD 79a. Knetku
cnabomonoxureapbHel Ha Hamuuue CD 10 (moxer otcyrctBoBatrh), CD 21, CD 25, CD 38, CDec.
Okcnpeccust CD 5, CD 23 He xapakTepHa, XOTS MOXKET BCTpeYaThCsd W HE SBISAETCA (hakTopowm,
ucKiovamum MB.

- Bcem mammentam ¢ MB nepen mpoBeneHHeM NEpBOM JIMHUM MPOTUBOOMYXOJICBOM Tepamuu
PEKOMEHAYETCSI BBIMIOJIHUTh MPU TOJO3PEHUM HAa aMUJIOUJ03 JKEITYyIOYHO-KHIIEYHOTO TpPaKTa, TMOYeK,
KOCTHOTO MO3ra — MaTOJOro-aHaTOMUYECKOE HCCIeI0OBaHUE OWMOTCHIHOTO Marepuana (OMONTaToB) C
UCIIOJIb30BaHnEM OKpacku KoHro-kpacusiii [1-3].

VYpoBeHb yoeauTenbHoCTH pekoMenaaruii — C (ypoBeHb JTOCTOBEPHOCTH JI0KA3aTENILCTB — 5).

- Becem mammentam ¢ MB npu mojo3peHuM Ha aMHJIOWZIO3 Cepala Mepesi MPOBEICHUEM IEpBOU
JMHUU TIPOTHBOOITYXOJIEBOM Tepalmuu pPEKOMEHIYeTCS BBIMOJHUTh — WCCIEOBaHUA YpPOBHS N-
TEpPMUHAIBHOrO (parMeHTa Harpuilypetnueckoro mpomentuaa Mo3roporo (NT-proBNP) B kpoBu u
OXO-KI" ans MCKITFOYeHUST aMIIIONI03a CepIlia U ONpeaeIeH s cepaedHon pynkmn [15].

VpoBeHb YOSIUTENEHOCTH peKOMEeHAAH — A (YPOBEHb JI0CTOBEPHOCTH JIOKA3aTENILCTB — 2).

- Bcem mamuentam ¢ MB mepen mpoBeneHHEM IEpPBOM JUHUM MPOTHUBOOIYXOJIEBOW TEpAIUU
PEKOMEH/IyeTCsl BBIMOJIHUTh OCMOTP BPayoOM-0(TaIbMOJIOTOM JUIsl AUArHOCTUKH OCJIOXKHEHUH CHHApPOMA
runepssizkoctu [1-3, 16].

VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEeHb IOCTOBEPHOCTH JJOKA3aTENbCTB — 5).

KomMmeHTapuii: mpH MOJO3PEHUH Ha HAJIMYUE CHUHApPOMA THUIEPBI3KOCTH HEOOXOIUM OCMOTP
rya3Horo JqHa. Takke 0CMOTp IIa3HOTO JTHA HYXKHO BBITIOJIHATE MPU YPOBHE MOHOKIIOHaIbHOTO IgM = 30
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/1.

3. Jleuenue

3.1. Toka3zaHus K HAYAJLY JIeYeHUs

Crpaterus jedeHus ONpeAeIaeTCs Ha dTale YCTAaHOBJIEHUS AUarHo3a. BeiOOp mporpamMmebl Je4eHHs
3aBUCUT OT BO3pacTa NalueHTa, ocoOeHHOCTel TedeHuss MB, a MMEHHO — HaIWYMA ITUTOTICHHH,
Heo0xoIuMOoCTH 0oJiee OBICTPON PEIYKIIUU OITYXOJIH, COIMYTCTBYIONIUX 3200 ICBaHHIA.

- PekoMeHlyeTcs HauUMHATH TEpAINUIO NpU OBICTPOM HapacTaHUW YpoBHs [gM B KpoBHM uiu mpu
MOSIBICHUH KIIMHHYECKUX CUMITTOMOB: [6].

- PenumuBupyromast JIMxopajka, HOYHas MOTIUBOCTh, IOTEPS BECa, CIA0OCTh.

- CUHApPOM TUIIEPBI3KOCTH.

- Jlumdanenonatust Wi MacCUBHOE YBEJIMUEHUE Pa3MepOB TUM(DOY3IIOB (2 5 ¢M B 1UaMeTpe).

- ['emaromMerayiust u/vji CIiJIEHOMET aJTH .

- [lepudepuueckas HeliponaTus, cBsizaHHas ¢ MB.

- CuMNITOMHAs KPHOTJIOOYTHHEMUSI.

- Aremus ¢ ypoBaem Hb < 10 r/m.

- TpombGoumTonenus ¢ yposaem TpomoonmtoB 100 x 109 /i 1 menee.

- I'emonuTtnueckas anemus (00ycI0BIIEHHAs HATUYHEM XOJIOIOBBIX aHTHUTEN).

- IToueunas HeqOCTATOYHOCTD, CBSI3aHHas ¢ MB.

- AMunounso3, cBsa3aHHBIN ¢ MB.

- YpoBeHb MOHOKIIOHABHOTO IgM > 50 1/11, ake npu OTCYTCTBUM CUMIITOMOB.

Yposens yoeaurenpHocTH pekomeraaiuii C (ypoBeHb TOCTOBEPHOCTH JI0Ka3aTeIbCTB — 4).

- He pexomenmyercs HauumHATh CHeNU(PUYECKYI0 TEpamuio TAlMEeHTaM C  TICHoIeH
(6eccummromuoit) MB [17].
YpoBeHb yOeAUTEIBHOCTH PEKOMEHAaIni — B (YpOoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3).

3.2. JleueHHe NaMEeHTOB C BIlepBbIe JUArHOCTHpPOBaHHOH MB

B naHHBIX pekOMeHJalMAX TeparneBTUYECKUe MOAX0/bl, JIEKAPCTBEHHBIE MpenapaTsl U JO3UPOBKH,
U3yUYEHHbIE U 3apErUCTPUPOBAHHBIE y B3POCIBIX MALMEHTOB C MakporioOynuHemueil BambaeHcTpema.
VYuuThiBas, YTO JAaHHAs MATOJIOTUS B JAETCKOM MONYJISILIMK BCTpEUYaeTcs KpailHe peniko, 0 CHX MOp HET
JOCTaTO4YHOM yOeauTenbHON 0a3bl IO NMPUMEHEHHIO JICKApCTBEHHBIX IpenaparoB Ais jedeHus MB y
JeTell 1 MHOTHE MpenapaTbl HE UMEIOT 3aperuCTPUPOBAHHBIX MMOKA3aHUIM K MPUMEHEHHIO y MAlMeHTOB
Mmouioxke 18 ser. IlosTomy Tepanus y nereil ¢ BepU(pHUUMPOBAHHBIM JHMATHO30M MAaKpOTJIOOYJIMHEMUs
BanbieHcrpema f0sKkHA Ha3HAYaThCSl HA OCHOBAHMM PEKOMEHJAIUI JUIsl JIGYEHUS! B3POCIIBIX MAIUEHTOB
KOHCHJIMYMOM Bpaueil 10 KU3HEHHBIM ITOKa3aHUSM.

Tak kak omyxoneBble kietku MB skcnpeccupyror CD20, Hanbojee IHUPOKO HCIOJIb3YEMBIM
npenaparom Ui jedeHus MB sBnsercs purykcumad**, kak B MOHOTEpanuu, Tak U B KOMOMHAIMSIX.
O6mast 3¢ (eKTUBHOCTD JIEYeHHs NAlMEHTOB ¢ BIEpBble quarHocTpoBaHHOM MB cocraBmnser ot 20 1o
50%, MeaMaHa MPOJOKUTENIBHOCTH OTBETa Ha JieueHue oT 8 1o 27 mec. [IpoTuBoonyxosneBslid 3pdext
IpU JICUEHUHM PUTYKCUMaOOM™* HacTymaeT B CpeJHeM chycTs 3 Mec. mocie Hadana tepanuu. Ilocre
Hayaja Tepanuu purykcumabom** y 40-50% nanMeHTOB OTMeuaeTcs BHE3AlHOE TPaH3UTOPHOE
MOBBIIIEHUE YPOBHS MOHOKJIOHAJIBHOIO IgM, KOTOpo€ MOXKET CONpPOBOXKAATHCA CHHIPOMOM
TUIIEPBA3KOCTH, HapacTaHUEM MOJMHEWpONaTHH, CBsI3aHHOH ¢ cekperueit IgM, kpuornoOyaunemun. s
CHIDKEHHsSI YpOBHS MOHOKJIOHaibHOro IgM wucmone3yror miasmadepe3. Ceancwl mmasmadepesa s
NpOo(UIAKTUKNA PAa3BUTUSL CHHAPOMA THIEPBI3KOCTH HEOOXOAMMO MPOBOJUTH Y MAIMEHTOB C YPOBHEM
MOHOKJIOHaNIBHOTO IgM 2 50 1/n1 mepen BeaeHueM putykcumada™*.

B wuccnenoBanuu Il ¢a3el Obuta oueHena sddexktuBHOCTE GopTezomMuba** B MOHOpEXHME Y
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MAlMEHTOB KAaK C BIEPBbIC TUATHOCTHpPOBAaHHOW MB, Tak W y paHee MOy4aBIIUX CHEHU(UICCKYIO
tepanuo. Jledenne Oopre3oMuOOM** TPOBOAMIOCH B CTaHJAPTHOM PEXKUME OO MPOTPECCHPOBAHHS
00JIE3HH WM JOCTIKEHHUS HAWIY4IIero OTBETa C IMOCIEAYIOIIMM IPOBEACHUEM 2 KypCOB JICUCHHS.
OOmast >pQeKTUBHOCTD JIeUeHUs1 cocTaBwia 26%, HO TPU STOM OTMEUYEHO pAa3BUTHE CEHCOPHOM
noymHelponati B 74% ciydaeB. Criemyer oOpaTuTh BHUMaHHME Ha 00s3aTENBbHYIO TPOQPHIAKTHKY
reprec-BUPYCHON MH(EKIIMU TPU HCTIOJIE30BAaHIN O0PTE30MHUO-COIEPKAIIUX CXEM.

KomOunamust putykcumaba** ¢ koprukocrepoumamu** u OoprezomuOOM™* wmccienoBaHa y
nanueHToB ¢ aktuBHOH MB (cxema BDR). IlpoTuBoomyxomneBsiit a3 ekt Obut osydeH B 96% cirydaes,
npu 3toM 22% mnanuentoB nocturium [IP. Ilpm menmane naGmonenus 2 roga, y 80% mamueHTOB
ocratoTcsi B pemuccun. Cpeau HeXelnaTelnbHBIX SBICHHH HanboJjiee 4acThIM ObUIA MOJIMHEHpOTATHs, Y
30% — 3 crenenn. TpaH3UTOPHOE MOBBIIIEHHE MOHOKIOHAJUTEHOTO IgM 0TMEYEHO TOJIBKO Y 2 MAIMeHTOB
(9%). Taxum oOpa3om, mnpuMmeHeHHe cxembl BDR MoxeT CHH3UTH pHCK TIOBBIIICHUS YPOBHS
MOHOKJIOHAJIBHOTO IgM B mponiecce nedeHus.

Coueranue putykcumaba** ¢ Oopresomubom™* (cxema BR) y mnamnueHToB C BIEpBbIE
nuarHoctupoBanHo MB  taxke BbicOKO 3ddextuBHO. IIpoTHBOOIMyX0JIeBbI APPEKT, Kak ObLIO
nokazaHo B uccienoBanuu Il ¢asbl, cocraBun 88%, y 65% mnamnuentoB nosydensl 1P wnu YP. Tlpu
Menuane HaomoaeHus 14 mec. meauansl BBIT u B/IIT e nocturaytel. [lonuneliponatuu 3-4 crenenu He
OTMEUYEHO, BEPOSATHO, M3-3a Ha3HaueHus Ooprezomuba™* 1 pa3 B Hexemto. TpaH3UTOpPHOE MOBBIIIEHHE
MoOHOKJIOHaNIbHOTO IgM ormeueno y 31% mnanuentoB mnocie 1 um 4 KypcoB JjedeHus (mocie
puTyKcumaba**).

Takum oOpasom, Ais JedyeHUs MAlMEHTOB C BIEPBbIE OUarHocTUpoBaHHOW MB MmoryTr ObITH
PEKOMEHJI0BaHbl MpOrpaMMbl C BKJIOYeHHeM Ooprezomuba*™*: BDR, BR, a y mnauuentoB c
HETIEPEHOCUMOCTBIO pUTYKCHMaba™** — couetanne 6oprezomuba™™ ¢ nekcamerasoHoM™**,

B nmocnennue roapl ais Je4eHUs MNAlMEHTOB C BIEPBbIE AMArHOCTUpoBaHHOW MB cranmu mmpoko
UCIOJb30BaTh IPOTUBOOITYXOJIEBBIN MTpenapar OeHAAMYCTHH **, coYeTaloMi CBOMCTBA AJIKMIIUPYIOLIETO
COEJMHEHUsI W IIypUHOBOIO aHajora. B paHIOMH3MPOBAaHHOM HCCIIEOBAaHUM IPOBEICHO CPaBHEHHE
3(pPEKTUBHOCTH JICUEHUS MALIMEHTOB C BIIEPBbIE AUArHOCTUPOBAHHBIMU MHI0JeHTHRIMU HXJI 1o cxemam
R-B (purykcumab**, Oenmamyctur**) m R-CHOP**. Cpemu nux Opu1 41 mamuent ¢ MB wumm
nuMdorasmonurapHoit mumdomoii. [Ipu menuane HaOmogeHus 45 Mec. MeIMaHa BBDKMBAEMOCTH 0e€3
nporpeccuu OblLIa 3HAYUTENBHO BhINIEe HAa pexxume R-B (69,5 mec) npotus 28,5 mec Ha R-CHOP. Ilpu
nedyeHun 1o cxeme R-B oTmedena Hu3kas yactota HedTporeHuu 3 u 4 creneHu, MHGEKIHOHHBIX
OCJIOKHEHUH M anoneuuu. DTU JaHHbIE MO3BOJISIOT PEeKOMEHA0BaTh pekuM R-B k ucnonb3oBanuio B
nepBor JmHuM Jjedenuss MB. Ilpu nmpoeaeHum Tepanuu mo cxeme R-B o0s3atenpHO HasHaueHUe
PO(UIAKTUKYA THEBMOLMCTHON THEBMOHUH.

Tepanus nepBuuHbIX nanueHToB MB Takke MoxeT ObITh Hayata € IMPOrpaMM, COYETAIOIIMX
uuknopochamun**,  purykcumadb**  wu  xopruxocrepouas**  (RDC, R-CHOP, R-CP).
[IpoTuBoOMmyX0JIeBbIi 3((eKT y nanueHTos, noayyaromux pexxum RDC, nocturaercs y 83% naunueHTos,
y 7% mnanueHtoB MoxeT ObIThb nosydena IIP. JIsyxnetnsist BBII cocraBnser 67%. IlepeHocumocTsb
JeUeHHsl yIOBJIETBOpUTENbHas: y 9% mauueHTOB pa3BUBaeTcsi HeHTponeHus 3-4 CTENeHH,
npubnusurensHo B 20% ciaydaeB  JUMArHOCTUPYIOTCS —HEXKeJlaTeNIbHbIE SBJICHHS, CBSI3aHHbIE C
puTyKCcUMaboM**,

BxiroueHne BUHKpUCTHHA™™* B mporpaMmsl, cojaepkaimue ukiopochamMun**, conpoBoxaaercs
yBEJIMUEHUEM PUCKa MojuHeiponatuu npu MB. B peTpocnekTHBHOM HCCIeI0OBAHUY MTPOBEACHA OLIEHKA
spdexTuBHOCTH JeueHus akTuBHON MB mo tpem cxemam: R-CHOP, R-CVP u R-CP. CymecTBeHHOM
pasHUIIBI MEX]y IpynmaMu 1o oomei 3¢pGeKTUBHOCTH HE BBISABICHO: MPOTHUBOOIYX0JIEBbIH 3(pdekT ObLa
nosyueH y 96% narpienToB nipu nedenuu o cxeme R-CHOP, no cxeme R-CVP —y 88% mnarueHToB u 1o
cxeme R-CP — y 95% mnanuenroB. HexenarenbHble sBICHMS, CBA3aHHBIE C JIEYEHUEM, BKIIIOYAs
CBSI3aHHYIO C BUHKPHCTMHOM HeHpomnartuio, ¢(eOpuIbHYI0 HEHTpPONEHHUIO, a Takke HEeoOXOIUMOCTb
TOCHOUTAIM3AIMK OB 3HAYMTENBHO BhIIIe Hpu JedeHMH no cxemam R-CHOP, R-CVP, uwem npu
UCIOJb30BaHuU nporpammsl R-CP.
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B 2015 r. onyOnukoBaHbl pe3ynbTaThl uccienoBanuii Il ¢aser mo ouenke 3ddexTHBHOCTH
nOpytuHHOa** (MHruOUTOp TUPO3WHKMHA3Bl BpyTOHA) y MAIMEHTOB, MOJYYMBIIUX HE MEHEE OIHOTO
BapuaHTa JiedueHus. Uopyrnnn6** naznayanu B cyrounoii no3ze 420 mr. O6mas 3¢ppekTHBHOCTD JIeUeHHS
cocraBmwia 90,5%, Oonbinoii orBeT monydeH y 73% mammenrtoB. [lokazarenu 2-x nerneir BBIT u OB
coctabwn 69,1 u 952% coorBerctBenHo [32]. Hamnydmux pe3yabTaToB yIajdoCh JOOHMTBCS Yy
naneHToB ¢ myramueir MYDS88. B Hacrosimee Bpems uOpyruHHO B 03¢ 420 MI/CyTKH Takxke
PEKOMEHIOBaH K MCIOJIb30BaHUIO B NIEPBOM JIMHUM TEPAIMH y MAMeHTOB ¢ MB, KOTOpbIM HEBO3MOKHO
npoBeieHne xumuorepanuu. Ilepen HazHaueHMeM HOpPYTHHHOA PEKOMEHIYETCS ONpeeiieHHE cTraryca
CXC-4, npu BbIsSIBIEHUH MyTaluu JaHHOTO TeHa (okosio 40% Bcex mammeHtoB ¢ MB) addekt ot
Ha3Ha4YeHHS HOPYTUHHOA MOKET HUBEITUPOBATHCSI.

AnHanorn HyKJIeo3uJoB (Ki1agpuOuH*™* u ¢unygapabun™*) B MOHOpPEKHMME MM B COYETAHUU C
putykcumabomM**  w/mnu  uukinopochamunomM**  Takke d>(PPEKTHUBHBI Yy TAIMEHTOB C BIIEPBBIE
muarHoctupoBanHoit MB. O6mast a¢dexktuBHOCTh Kianpubuna** u ¢uygapadbuna** cocrasmiser ot 40
1o 100%. Ucnons3zoBanue »TuX mpenaparoB rnpu MB ynydiaer v BbDKUBaeMOCTh. OHAKO JJTUTEIbHAS
Tepanusi aHaJoraMu HYKJIEO03HJI0B OOBIYHO COMPOBOXKIAETCS MUEIOCYNPECCHE, NMMYHOCYIIpECCUEH ¢
pa3BuTHEM WH(MEKIIMOHHBIX OCJIOXKHEHUH. Kpome TOoro, mMeroTcs cooOMmeHHs, YKa3bIBAIOIIME Ha
yBeIMYeHUE prucka Tpanchopmanuu MB B arpeccuBHbIe TUM(OMBI, ¥ YBETHUYEHUE PA3BUTHUSI BTOPHIHOTO
OCTpPOro MHEN00IACTHOTO JIeHK03a U Muenoauciazuu. [1o3ToMy ncnonbp3oBaHue aHAIOrOB HYKJIEO3UI0B
ClIeTyeT OTPaHUYHUTh.

AJKHIMpYIOIIME TIpenapaThl B KauecTBEe Tepanud | JTUHUA B MOHOPEKHME WM B COYCTAHHWH C
KOPTUKOCTEPOUIAMHU IPUMEHSIETCS B OCHOBHOM Y MOXKHJIBIX MAITMEHTOB. B Mccie0BaHny 10 CpaBHEHHIO
JUTMTENILHOTO Tiprema xyopamOynuna** mo 0,1 mr/kr u kypcoBoro nedeHus no 0,3 Mr/kr B TeueHue 7
JTHEN Kaxkaple 6 Hemelab CYIMIECTBEHHOW pasHUIBI B A(()EKTUBHOCTH Je4eHHWS HE BbIsABICHO. [Ipum
JUINTEIBHOM JICYEHUHU XJopaMOyrmioM™** obmas »¢p¢deKTUBHOCTh JieueHus coctaBuna 79%, npu
KypcoBoM — 68%, menuana OB — 5,4 roga. Jleuenne xnopaMmOymmioM™** nmpoBoaaT He MEHee 6 MECsIIEB,
TaKk Kak INPOTUBOOMNYXOJeBbI 3(dekr Hactymaer MmeaneHHo. I[locie AOCTHXKEHHSA IUIATO TEPANUIO
ClIelyeT OCTaHOBHTb.

- Tlarmentam ¢ BmepBble BepuduiupoBaHHO MB pekoMEeHAyIOTCS MPOTpaMMBbl, BKIIIOYAOIIHE
purykcumab** [18-23].

VYpoBeHb yOEAUTEIBHOCTH PEKOMEHAaIni — B (YpOBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2).

KommenTapun: Havyayio Je4YeHHS C MPOTpaMM Tepalliy, BKIIOYAIOIIMX Ipenapar puTykcumad™*,
OTHOCHTCS K pekoMeHmanusMm IV-ro MexayHapoaHoro pabGodero comemianus nmo MB s yeueHus
MaIMEHTOB C BIIEPBBIC JUATHOCTUPOBAHHOM 00JIE3HBIO B OOJIBIITMHCTBE CITy4acB.

- [lanmenTam ¢ BriepBbie BepuPHUIMPOBAHHONH MB ¢ CHHIPOMOM THIEPBA3KOCTH PEKOMEHIYIOTCS
6opte3oMub**-conepxaniue kypesi [19, 20, 24].

VYpoBeHb yoeautenbHoCTH pekoMenaaruii — C (ypOBeHb JTOCTOBEPHOCTH JI0KA3aTeNIbCTB — 4).

KomMmeHTapuu: Mpu CHHIPOME THUIIEPBA3KOCTH B KAa4yecTBE IMPOrPaMMbl BBIOOpA IpEIIararoT
6opTe3omubd™*-conepsxkanmii pesxkum BDR (6opTezomud, nexkcameTa3oH, puTykcumao).

- [Tanmentam c BhepBble BepudHUIMpoBaHHOW MB ¢ CHHAPOMOM THMIEPBI3KOCTH, OOIBIIUMU
pazMepamu J1/y WIH CEeNe3eHKH, KPUOTJIOOyTnHEeMuUeH, Koria HeoOxXoaumMa ObIcTpast pelyKIus OMyXOau
PEKOMEHIYIOTCS IPOTPaMMBbI ¢ BKITIoYeHneM rukinodochamuaa** (R-CHOP, RCD) [21, 22, 25].

VYpoBeHb yOeAUTETbHOCTH PEKOMEHaI — B (YypOBEeHb T0OCTOBEPHOCTH JTOKA3aTENLCTB — 2).

- [lammentam ¢ BmepBele BepudummpoBanHoii MB ¢ nuromenusimu  (0cobeHHO €
TpoMOoLMTONIeHHEN) pekoMeHayeTcs JiedeHue mno nporpamme RCD (putykcumab**, nekcamerason™*,
mukinodochan**) [21, 25].

VYpoBeHb yOeIUTENTLHOCTH PEKOMEHAAIMH — B (YpOBEHBb T0CTOBEPHOCTH JI0KA3aTENbCTB — 3).

- Ilanmentam c BrepBble BepuuimpoBanHoit MB pekomenayercs yedeHue no nporpamme R-B
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UTyKcuMao™**, Oenmamyctun®*) [21, 25].
PHUTY Yy
YpoBeHb yOSAUTEIBHOCTH PeKOMEHAaIni — B (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 3).

- [larmmentam ¢ BrepBeie BepuduiupoBanHoii MB ¢ renepanmzoBaHHbIME (OpMaMH 3a00JIEBAHUS
PEKOMEHIyeTCsl COUeTaHNe PUTyKCMMaba™™ ¢ aHamoramMu HyKJI€o3uI0B (Kiaapuoua™* u daygapadun™**)
¢ nukinodochamumgom™* mium 6e3 Hero [26-29].

YposeHb yoeautenbHOCTH pekoMenaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

- [TaumenTtam ¢ BrepBble BepuduuupoBaHHOH MB ¢ HU3KMM ypOBHEM MOHOKJIOHAJIBHOIO O€JKa,
MEJUICHHO TIPOTPECCUPYIONICH OO0JIe3HBbIO, a TaKXKe C COMYTCTBYIOIIEH MAaTOJIOTHEH PEKOMEHIYETCs
purykcumab** B Monopexume [18, 23].

VYpoBeHb YOSAUTETLHOCTH PEKOMEHIAII — B (YpOBEHb I0CTOBEPHOCTH JI0KA3aTENLCTB — 3).

- [TaumenTtam ¢ BrepBble BepuduuupoBaHHo MB ¢ HU3KMM ypOBHEM MOHOKJIOHAJIBHOTO O€JKa,
MEJUIEHHO Mporpeccupymomieil 60Je3Hbpl0, a TaKXKe C COMYTCTBYIOIIEH MaTOJOTHEN MpU HEBO3MOKHOCTH
Ha3HAYEHUS pUTYKCUMaba** pekoMeHIyeTcst XopaMOoyiin** B Mmonopesxxume [30].

YpoBeHb yOSAUTEIBHOCTH PEKOMEHAaInil — B (ypoBeHb JOCTOBEPHOCTH J0KA3aTEIbCTB — 2).

- Ilanmentam c BmepBble BepuduuupoBaHHoil MB, KoTopbIM He MokeT ObITh Ha3HaueHa
XUMHUOTEpaIusi, peKOMeHIyeTcst HOpyTHHHO** B MOHOpexume [31].
YposeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

- He pexomenayeTcs Hayajo Tepanmuy MOJIOABIX MNalMeHTOB ¢ MB aHanoramm HyKJIEO3UI0B
(pnymapabun™**, kmagpubun**), a Taxke xjaopamOyrmmom** [32].

YpoBeHb yoeauTenbHOCTH pekoMenaaluii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeabCTB — 5).

KoMMeHTapuu: naHHble mpenapaThl HE ClIeqyeT HCIOIb30BaTh B KaUeCTBE T€panuu NepBOM JTUHUM,
TaKk Kak 3TO MOXeT nomemats ajnekBatHomy cbopy ['CK B ciiyuae npuHATHS pelieHHs 0 TPOBEICHUU
BbICOKOI03HOW XxumuoTtepanuu ¢ TI'CK mpu penmnuse 3a001€BaHUS B TPYIIIE MOJIOJIBIX COMATHYECKU -
COXPaHHBIX MAIUEHTOB.

3.3. llopnep:xkuBaomas Tepanus

- PexoMeH tyeTcst pUTYKCHMa6™** 1o 375 Mr/m? kaxasle 3 Mecsna B Tedenue 2 net [23].

VYpoBeHb yOoeauTeabHOCTH pekoMeHaalui — C (YpOBEHb JTOCTOBEPHOCTH JI0KA3aTENILCTB — 3).

KommenTapun: Bonpoc o nmoanepskuBatonieii Tepanuu putykcumabom™* npu MB ob6cyxnaercs. B
OTIIENbHBIX IIEHTpaxX Ha3Ha4yaroT puTykcumadb** manmentam MB rmocne ycrnemHoro JedeHus 10
IIporpaMMam ¢ BKIFOYEHHEM 3TOro npemnapara o 375 mr/M2 kaxable 3 mecsia B TedeHue 2 net. B ogaom
UCCIIeIOBAaHUH ObLIO TIOKa3aHO, YTO Ha3HAaYeHHE pUTyKcuMala™** B KauecTBe MOAIEP KUBAIOIICH Tepanuu
ynydmaer o60myo sddextuBHocTh nedenus, BBII u OB. OpHako npu ATUTENBHOM JI€YEHUU
puTyKcuMaboM** oTMedeHO yBennueHue HHGEKIHUOHHBIX OCIOXKHEHHM, MO CPaBHEHHUIO C TPYIION
MAIMEHTOB, He MOJMyYaBIINX NoAAepKuBatolieil Tepanuu. [IpocnekTuBHOE Ucciie0BaHKe, TPOBOAUMOE B
HACTOSIIIEee BpeMs, BOBMOYKHO, MO3BOJIUT OTBETUTh HA BOIPOC O 11€JecO00pa3HOCTU MO ICPKUBAIOIICH
Tepanuu putykcumadbom** mpu MB [26]. TlomgnepkuBaromasi Tepanmusi pUTyKCUMaOOM MOXKET OBITh
PEKOMEH/IOBaHa MaIlMeHTaM, y KOTOPbIX MOJy4eH MOJHBIM WM OYeHb XOPOIIWH YaCTUYHBIM OTBET Ha
MHAYKIIMOHHOW PUTYKCHMAa0-coieprKalleil Tepamnuu.

3.4. Jleuenue penuausos MB

[TanenTsl ¢ peuuanBoM MB nomkHBI ObITH 0OCIIEOBaHBl B TOM XK€ 00beMe, YTO M MEepPBUYHBIE
MAIMEHTHL.

Beibop mnporpamMmbl jeyeHus peuuanBoB MB 3aBucHT 0T 3((PEeKTHBHOCTH NpeAlIECTBYIOMIEH
TEPANNHU, JUIMTEIBHOCTH PEMHUCCHH, COCTOSHUS M BO3pacTa IalMEHTa, CONYTCTBYIOLIEH MAaTOJIOTUU H
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OCJIOKHEHUH, COIPOBOXKAABUIMX IEPBOHAYAIBHYIO Tepanuio. [Ipu nmo3gHux penuanmBax, pa3BUBLIMXCS
yepe3 roJ M Oojiee TMOCIE JOCTH)KEHHUS IMPOTHBOOITYXOJIEBOTO OTBETa, BO3MOXKHO HCIIOJIb30BaHHUE
IIPUMEHSBIINXCS paHee METOJO0B JjedeHusd. s nedeHust paHHUX peuuauBoB MB (mpu mnurensHOCTH
pemuccuu MeHee | roga), a TakkKe NpU pePpakTepHOM TEUEHUH OOJIE3HH CIIEAYeT HCIOIb30BaTh
aIIbTEPHATUBHYIO MPOTrpaMMy. DTU MPOrpPaMMBbI JOJDKHBI BKIIOYATh JIEKAPCTBEHHBIE MIpernapaThl APyTrux
TPy, MOTYT OBITh UCII0JI30BAHBI KAK B MOHOPEKUME, TaK U B BUJIe€ KOMOMHALIUY IIPETIapaToB.

- [TanmenTam ¢ peuuauBaMu MB peKOMeHAYIOTCS POTPaMMBI ¢ BKIIFOUeHHEM Oopresomubda** [19-
21, 24].

YposeHb yoeauTenbHOCTH pekoMeHaaiuii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

KoMMeHTapuu: MCHOIb30BaHUE MPOrpaMM C BKJIIOUEHHEM Oopre3omuba™* mpu peunauBax MB
MO3BOJISIET TOJYYUTh MPOTUBOOIYXOJIEBBIM 3pdexkt y 60% nanueHToB, Npud COUYETAHUH C
neKcaMeTazoHoM** min putykcumadbom** B 60-70% cimydaes.

- INammmentam ¢ permauBamMu MB pekoMeHIyIOTCSl porpaMMbl Ha OCHOBe OeHmamycTtuHa** [33,
34].

YpoBeHb yoeauTenbHOCTH pekoMenaaiinii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 4).

KommenTtapun: Haunbosiee 3ppexTuBeH Npu peuuauBax u pedpaxkrepHoil MB Oenmamyctun** B
coueTaHuu ¢ putrykcumabom**. Kak Obuto mokazano B uccienoBanuu Il dasbl, mpoTHBOOMyX0J€eBbIi
addext momyden y 83,3% manuentos, meauana BBIT cocraBuna 13,2 mec.

- [TaumenTtam crapue 18 jer ¢ penuauBamu MB pekomenayeTcst MOHOTepanusi HOpyTHHHOOM**
[35].

YpoBeHb yoeauTenbHOCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTeabCTB — 4).

Kommentapun: B 2015 1. omyOnmkoBaHBl pe3ynbTaThl ucciemoBanuii Il ¢das3el mo oreHke
abdexTuBHOCTH HMOpYyTMHHMOA™™ y TAIMEHTOB, TOJIYYMBIIMX HE MEHEE OJHOTO BapHaHTa JICUCHUSI.
No6pyrunu6** nasHavanu nmo 420 mr B geHb. OOmas 3¢p¢exkTuBHOCTH JedeHus cocrtaBuna 90,5%,
6ombmioi orBeT moiydeH y 73% mnanuentoB. [lokazarenu 2-x nerneit BBII u OB cocraBmm 69,1 u
95,2% COOTBETCTBEHHO.

- [TaruenTtam ¢ peruauBamu MB pekomenaytotces nmporpamMmbl FR (durynapadun™*, purykcumad™®*)
w FCR (dnynapabun**, nukiaodochamua**, purykcumad™*) [26, 29] [27].

YpoBeHb yOoeauTeabHOCTH pekoMeHaaluil — C (YypOBEHb JTIOCTOBEPHOCTH JI0KA3aTeNIbCTB — 4).

KoMMeHTapuu: JaHHBIE CXEMbl TEpanuu 3apeKOMEHJOoBalid ce0s Kak BbICOKO3((deKTuBHBIE
nporpaMMbl. Pe3ynbrarhl uccinenoBaHus jedeHus mo cxeme FR, ucnonb3yemoil Kak y MalHUeHTOB C
BIIEpBbIE JHAarHOCTHUpoBaHHOW MB, Tak u paHee TNOJIy4YaBIIMX Tepaluio, I[OKa3alu OOILIyIO
3ppexTUBHOCTD JeueHus y 95% mnanuenroB. B 86% ciyqae noxydens! [IP u YP. [Ipu minrtensHOCTH
nabmonenus 40,1 mec. meauana B/III cocraBuna 51,2 mec., menquana OB He nocturHyra. Y4uThIBas
YacTOTy Pa3BUTUA U JUIMTEIHHOCTh LUTONEHUH, aBTOPBI MCCIENOBAHUS IpEIaraloT UCIOJIb30BaTh 4-
JIHEBHOE BBeaeHue (urynapabuHa™* u orpaHUUUTh YKCIO KypcoB A0 4.

- Ilanumentam c¢ peuuauBamu MB pekoMeHnyeTcss pacCMOTPEHHE BapuUaHTa OCYIIECTBJIICHHUS
BbICOKO103HOU xumuorepanuu (B/IXT) ¢ nocnenyromeit ayroTT'CK [36].

VYpoBeHb yOoeauTeabHOCTH pekoMenaaluii — C (YypOBeHb JTOCTOBEPHOCTH JIOKA3aTeNILCTB — b).

KoMMeHTapuu: B HacTosiliee BpeMsi MPOBOJAATCS HCCIEAOBaHMS MO OIeHKe 3(pdekTuBHOCTH
BbICOKOJ103HOM xumuoTepanuu ¢ ayroTT'CK npu MB. O6cyxaaetcs 1eaecoodpa3HOCTh UCIOIB30BaAHUS
3TOTO METOJa JICYEHHS] y MOJIOABIX MAIMEHTOB C MHO>KECTBEHHBIMH pPEIUANBAMU WA MEPBUYHO
pedpakrepuoit Oonesznpto. BAXT mnpu penuauBax y MOJOABIX ManueHToB MB Moxker OBITH
HCIIOJIb30BaHA B OTACNIbHBIX CIIy4asX MO COTJACOBAHUIO C TPAHCIUIAHTALIMOHHBIM IIEHTPOM.
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4. PeaOunaurauus

CrnenuanbHbBIX MeETONOB peabmnutauuu 1npu MB  He cymectByer. PeaOuwnuranus npu
BO3HMKHOBEHHUU OCJIO)KHEHMHA B Te4YeHHWE 3a00JeBaHMsS M JIEYCHHUS TPOBOAMTCA B pPaMKax
COOTBETCTBYIOIINX HO30JIOTHiA. PekoMeHIyeTcs: BECTH 370pOBBIi 00pa3 KU3HHU, HCKIIOYUTH N30BITOUHYIO
MHCOJIALUIO U TEIUIOBbIE (PU3HONPOLIEAYPHI.

5. lIpopuiaakruka

MertonoB mpodunaktukn MB B Hacrosimee Bpemsl HE CYyHIECTBYET, IHOCKOJIBKY HEHU3BECTEH
ATHOJIOTUYECKUM  (akTop(bl), BeaylMe K pa3BUTUIO 3a0oisieBaHus. JlucrnaHncepHoe HaOI0AEHNE
reéMaToJIOTOM HJIM OHKOJIOTOM OCYIIECTBIIAETCS B IIEPUOJ JIEYEHHsS] M NOCIE AOCTHKEHHUS PEMHUCCUU
JTUM(OMBI.

- Becem manuenTam ¢ JIKM Ha npoTskeHMM BCEU KU3HM MALMEHTA — KaK B IEPUOJ JICUYCHHUs, TaK U
BHE JICUEHUS — PEKOMEHIyeTcs coOJIto/laTh MpEeINUcaHusl Bpada-reMaroJiora Mo JIeYeHHIo, u30erarb
MPOBOLMPYIOMINX 3aboieBaHue (aKTOpOB, W3MEHUTh BHJBI M YCIOBMS Tpyla Ha HEBpEAHbIE U
o0JIeryeHHbIe, OTPaHNYUTh HHCOJISINU U HU3HOTEpPANIeBTHYSCKAE METO bl JieueHus [37].

Yposens yoeaurenbHoCTH pekoMenaaiuii — C (ypoBEHb JOCTOBEPHOCTH J0KA3aTEIbCTB — D).

KomMmMeHTapuu: B mnpoiiecce HaOM0IeHUSI UMMYHOXUMHUYECKOE HCCIEI0BAHUE CHIBOPOTKH KPOBU U
MOYH HEOOXOJAMMO BBIMOJNHATH Kaxable 3 Mecsaua. [Ipu ncrnonb3oBaHuy putykcumada BO BpeMsi NMEPBBIX
KYpCOB JICUCHHsI HEOOXOMMO BBITIOJTHEHHE AIIEKTpodopesa OeTKOB CHIBOPOTKH KPOBU | pa3 B HENEINIO.
HccnenoBanne KOCTHOrO MO3ra, BKIIIOYas TPEMaHOOMOICUIO MOJAB3JOUIHONW KOCTH, PEKOMEHIYeTCs
tonpko st moarBepxkaeHus [IP. V3U Bcex rpynm mepudepuueckux JIY, JIYV OpromHO# MOJIOCTH,
3a0pIOMIMHHOTO MPOCTPAHCTBA, IME€YEHM, CEJIE3CHKU CJIEAyeT BBIMOJHATh Kaxable 3  Mecsia.
Pentrenorpaduio rpyaHoi kiaeTkd mpoBoasT 1 pa3 B ron. PeHTreHorpadus KOCTE BBITOJHSAETCS TIO
KInHAYecKuM TokazaHusM. KT OpromrHo#t moJiocTH mpu MCXOAHOM yBenwdeHuu JIY wnm mopaxeHuun
OpraHoB — JiJIsl OLeHKH 3((EKTUBHOCTH JICUCHUS U TI0 KIIMHUYECKUM TTOKa3aHHSIM.

Opranusanus OKa3aHus MeIUINHCKON MOMOLIM

MenuuuHcKass TOMOIIb, 33 MCKIIOYEHHWEM MEIUIIMHCKOM TOMOIIM B paMKax KIMHHUYECKOU
anmpoOanuu, B cooTBeTcTBUM ¢ DenepanbHbiM 3akoHOM OT 21.11.2011 N 323-®3 (pen. ot 25.05.2019)
"O0 oCcHOBaxX OXpaHbI 3I0POBbsI rpakaaH B Poccuiickoit denepanuu’ opraHu3yeTcss ¥ OKa3bIBaeTCS:

1. B COOTBETCTBUM C IOJIO)KEHHEM OO0 OpraHu3allyd OKa3aHWs MEAUIIMHCKOW TOMOIIM IO BHIAM
MEIUIIMHCKOM TOMOINH, KOTOpOE€ YTBEPXKIAeTCsl  YIOJIHOMOYEHHBIM  (elepalibHbIM  OpraHoM
WCIOJIHUTENBHOM BIIACTH;

2. B COOTBETCTBUU C MOPSAKOM OKa3aHUS MOMOIIH 10 poduito "remaronorus"”, 00s3aTenbHbIM A5
ucnoJiHeHus Ha Tepputopun Poccuiickoit @enepanny BceMU MEAUIIMHCKIME OpPraHu3alusIMu;

3. Ha OCHOBE HACTOSIINX KIMHHYECKUX PEKOMEHAAIINN;

4. c y4eTOM CTaHAapTOB MEAUILIMHCKON MOMOIIH, YTBEPXKICHHBIX YIIOJTHOMOYEHHBIM (pe/iepaabHbIM
OpPraHoOM MCHOJIHUTEIbHOM BIACTH.

HepBI/I‘{HaH ClicuaJIn3npoOBaHHAsA MCANKO-CAHUTApPpHAA IIOMOIIb OKa3bIBACTCS BPA4YOM-TEMATOJIOTOM
W HWHBIMHU BpadYaMHU-CIICHUAIIMCTAMU B TCHTPC aM6y.]'IaT0pH0ﬁ reMaToJ0THYECKON/OHKOJIOTHUECKOM
ITOMOIITHN hi17 (0] B MNEpBUIHOM reMaToJIOTMYeCKOM/OHKOJIOTHUECKOM Ka6I/IHeTe, NEPBUIHOM
réMaToJIOTUHYICCKOM OTACICHUH, MMOJIMKIIMHUYCCKOM OTACIICHUU OHKOJIOTHYECKOTO AUCITaHCCPa.

HpI/I BBIABJICHUH Y TMAIIUCHTA MB wunu MOAO3PCHUHU HAa HETO BPAuYNU-TCPAIICBTBI, BpAUU-TCPAIICBTHI
Y4aCTKOBBIC, Bpaiu 06H.ICﬁ IMMPAKTHUKNU (CCMCI\/’IHLIC Bpa‘{I/I), Bpauu-CliIcHUAIIUCTBI, CPCAHUC MCAULUHCKUC
paGOTHI/IKI/I B YCTAHOBJICHHOM HOPAAKC HAIPABJIAIOT MAUCHTA HA KOHCYJIBTAILIUIO B ICHTP aMGYHaTOpHOﬁ
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reMaToJIOTUYECKOM/OHKOJIOTHYECKOW TMoMOImM 00 B TIEPBUYHBIA TI'eMaTOJIOTUYECKUN KaOWHeT,
MEPBUYHOE T€MaTOJOTUYECKOE OTACIICHUE MEAMIIMHCKOW OpraHu3allu JJisi OKa3aHUs €My MEePBUYHOMU
CIIELIMAIM3UPOBAHHON MEUKO-CAaHUTAPHON ITOMOUIH.

Bpau-remaTtonor amOynaTOpPHOTO WU CTAallMOHAPHOTO 3BEHA TI'eMATOJOTUYECKOW TMOMOIIH
OpraHu3yeT BBHIIIOJIHCHUE TUATHOCTHYECKUX HCCIICIOBAHUH, HEOOXOJUMBIX IS YCTAaHOBJICHUS JIMArHO3a,
BKJIIOYAsi pacIPOCTPAHEHHOCTh U CTAIUIO 3a00JIEBaHUS.

B cnydae HEBO3MOXKHOCTH TPOBEACHMS TUArHOCTHYECKUX HCCIICAOBAaHUMN MAIlUEHT HaIpaBIISICTCS
JIeYaluM BPauoM B MEIUIIMHCKYIO OPTraHM3aIMI0, OKa3bIBAIOIIYI0 MEIUIIMHCKYIO TTOMOIIh MallUeHTaM C
reMaToJIOTHYECKUMHU 3a00JI€BaHUSIMHU ISl YCTAHOBJICHUS TUArHo3a M OKa3aHUs CICIHAIM3UPOBAHHOM, B
TOM YHCJIE BEICOKOTECXHOJIOTUYHOM, MEAUIIMHCKON ITOMOIIIH.

[Ipu BeIsIBIeHMM MB MM nmojo3peHHH Ha HEro B XOJ€ OKa3aHHsI CKOPOW MEAUIIMHCKON IOMOIIH
MalUeHTa TEePEBOAT WM HAMPABISIIOT B MEIUIIMHCKUE OPTraHM3aIlMd, OKAa3bIBAIOIIME MEIUIIMHCKYIO
MOMOIIIh TAIMEHTAaM C TE€MAaTOJOTHYECKUMH 3a00JICBAaHUSIMU, JUIsI OMPEICIICHHUS TAKTHUKWA BEICHUS U
HEOOXO0IMMOCTH MIPUMEHEHUS JIOITOJTHUTEIHHO TPYTHUX METOJIOB CHEIUATU3UPOBAHHOTO
MPOTUBOOITYXOJIEBOTO JICUCHUS.

Crneunanu3upoBaHHasi, B TOM YHCJI€ BBICOKOTEXHOJOTUYHAS, MEIUIIMHCKAs TTOMOIIb OKa3bIBAETCA
BpayaMHU-TE€MaTOJIOTAMH B MEIUIIMHCKUX OPraHU3aIUsAX, OKa3bIBAIOIIUX MEIUIIMHCKYIO TOMOIIb
nmanueHTaM ¢ MB, wuMemux JUIEH3WI0, HEOOXOIUMYI0 MaTepHAIbHO-TEXHUYECKYI0  0a3y,
cepTH(UIIMPOBAHHBIX CHEIUATUCTOB, B CTAIIMOHAPHBIX YCIOBUAX U YCIOBHUAX THEBHOTO CTallMOHApa M
BKJIIOYACT MTPOQPHIAKTUKY, ITUATHOCTHKY, JIEYCHHWE TeMaTOJIOTHYeCKUX 3a0o0JieBaHUM, TPeOyIOmmx
WCTIOJIb30BAHUSI CTICIIHAIBHBIX METOJIOB M CJIOKHBIX YHUKATHHBIX METUIIMHCKUX TEXHOJIOTHM, a TaKkKe
MEJIMIIUHCKYIO peaOHIUTAIHIO.

B mMenuumHCKOM OopraHu3aiuuy, OKa3bIBalONIEH MEIUIIMHCKYIO MOMOIIL NanueHTaM ¢ MB, Taktuka
MEJIMIIMHCKOTO OO0CIIeTIOBaHUS W JICUCHHUS] YCTAaHABIIMBACTCS BpadyaMU-T€MAaTOJIOTaMU C MPHUBJICYCHHEM
MpyU  HEOOXOJTUMOCTH JIPYTUX Bpayeil-CrenuaaucToB, IMPU HEOOXOAUMOCTH — C TIPOBEICHUEM
KOHCcwInyma. Pemenne koHCuimyma Bpadeid opopMIIsIeTCsl MPOTOKOJIOM, TIOANMKUCHIBACTCS yJ4aCTHUKAMU
KOHCHUJIMyMa Bpayeid U BHOCUTCS B MEMIIMHCKYIO IOKYMEHTALIMIO MAIIUEHTA.

[Tokazanuga Kk TrocCOUTAIM3AlMU B KPYIVIOCYTOYHBIA WJIM JHEBHOW CTAaIllMOHAP MEIMUIIMHCKOMN
OpPraHu3allii, OKa3bIBAIOIICH CHEUUAIU3UPOBAHHYIO, B TOM YHCJIE€ BBICOKOTEXHOJIOTUYHYIO,
MEIMUIUHCKYIO IMOMOIIb 1o npo Qo "remarosorus", ONIPEACIISIIOTCS BpayoM-
reMaToJIOTOM/KOHCHJIMYMOM  Bpadeil ¢ MPUBICYCHHEM TIPU HEOOXOJMMOCTH JIPYyrUX Bpayei-
CIICIIMAJINCTOB.

IMoka3aHus K IKCTPEHHON rOCIUTAIN3AIMH:

1. Pa3Butue Tspkenod wHbeknuu (HeoOs3aTeNbHAa TOCHUTAIM3AIMSA B T'€MaTOJOTHYSCKUM
CTaIMoHap).

2. Pa3BuTHe yrpoKaromux XU3HU [UTOTEHHN (TIIyOOKOH aHeMHH, FeMOpParudeckoro CHHAPOMA,
HEUTPOTICHUN).

3. PazButue ocnoxxuenuii MB, yrpoxaromux Ku3HHu.

4. Pa3zBuTHe OCJIOKHEHHMI Tepamuu, BKIIOYAs CHHIPOM JIM3HMCA OMYXOJH, TSHKeNble HH(Y3UOHHbBIE
peaKuMy, MHUEIOTOKCUYECKUH arpaHyJOLUTO3 C JIMXOPAAKOW W JPYrUe OCIOXKHEHMS, YIpOKarollue
JKU3HH.

Iloka3aHus K NJIAHOBOM rOCIIUTAJIHM3ALUHN:

1. HpOBCI[CHI/Ie TCpalliu B CiIydyasX, Tpe6y101unx KPYIJIOCYTOYHOT'O Ha6J'II-OI[eHI/I$I 3a NMalKMCHTOM IIO
MNPpHUYUHC TAKECTU COCTOSHUA, O6YCJ'IOBJ'ICHHOFO OIYXOJIbIO, WJIKM IO HNPUYHUHC pUCKA OCHO)KHCHHﬁ,
CBs3aHHBIX C IIpOr paMMOﬁ JICYCHUS WK COIMYTCTBYIOIIMMHU 3a00JICBaHUSIMU.

2. O6CJ'IC,Z[OB8.HI/IC namyueHTa, BKIIIOYAroHIce OHOIICHI0O ¥ MHBa3UBHBIC BMCIIATCJILCTBA, B CIIyYasaX,
Korjga OHO HEC MOXECT OBITH IMPOBCACHO aMGYHaTOpHO.
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Iloka3aHusa K BbINNCKe NAIMEHTa U3 MeTULIUHCKOM Opranmsanuu:

1. 3aBepiieHune Kypca JE€YEHHUs WIM OJHOIO U3 3TalloB OKa3aHWS CHELMAIU3UPOBAHHOM, B TOM
YKClie BBICOKOTEXHOJIOTUYHON, MEIUIIMHCKOM MOMOILHM, B YCIOBHSIX KPYIJIOCYTOYHOI'O WJIM JTHEBHOTO
CTallMOHApa MPH YCIOBUU OTCYTCTBHSI OCIOKHEHUH JICUeHUsI, TPEOYIOIINX METUKAMEHTO3HOW KOPPEKIHH
W/WITA METUITTHCKIX BMEIIATENILCTB B CTAIIMOHAPHBIX YCIOBHSX.

2. OTka3 manMeHTa WM €ro 3aKOHHOTO MPEJCTaBUTENS OT CIEUUAIU3HMPOBAHHOW, B TOM YHCIIE
BBICOKOTEXHOJIOTUYHOM, MEAMIMHCKONW TIOMOILIM B YCJIOBHMSX KpPYIJIOCYTOYHOTO WJIM JHEBHOIO
CTallMOHAapa,  YCTAHOBJIEHHOM  KOHCWJIMYMOM  MEAMIMHCKOW  OpraHu3aluiM,  OKa3bIBarolleil
OHKOJIOTUYECKYIO IOMOIIb, MPU YCIOBUM OTCYTCTBHUSI OCJIOHEHHH OCHOBHOTO 3a00J€BaHUS W/WUIU
Je4YeHus, TpeOyIIUX MEIUKaMEHTO3HOW KOPpPEKUMH W/WIK MEAULIMHCKUX BMEIIATelIbCTB B
CTallMOHAPHBIX YCIOBUSX.

3. HeoOxogumocTe TmepeBoja MalMEHTa B JIPYIyl0 MEIMIMHCKYIO OpraHU3aluio 10
COOTBETCTBYIOLIEMY NMPOPIIIIO OKa3aHUSI METUIIUHCKOM MOMOIIH.

4. Pemenue BpaueOHOM KOMHUCCHMM 00 OTCYTCTBUHM IIOKa3aHUM K MpeObIBAaHUIO MAallME€HTa B
CTallMOHape B CBS3U C OECNEepPCHEKTUBHOCTHIO JIEYEHHs] M HEOOXOJMMOCTBIO OKa3aHUS TOJIBKO
HaJUIMATUBHOU TOMOIIIH.

3akioueHue O 1eJecoOOpa3HOCTH IMepeBoja MalMeHTa B MNPOQWIbHYI0 MEAULHUHCKYIO
OpPraHU3allMl0  COCTABISAETCS IOCJIE MPEIBApUTEIbHONM  KOHCYJIbTAllMM IO  IPEAOCTABICHHBIM
MCIUIUHCKUM JOKYMCHTaM W/ OpeaABapUTCIIBHOTO OCMOTpa IMalUeHTa BpadaMU-CIICHUaIMCTaMu
MEJUIIMHCKOM OpraHu3aluy, B KOTOPYIO MNIAHUPYETCS epeBO.

6. JlomosnurtesqbHass wuHpOpMANUs, BJIUAIOMAS HAa TedyeHHe M  HMCXO]
3200J1eBaAHUSA

6.1. @akTOpHI NPOrHO3a

K ocHOBHBIM (hakTOpamM HEOJIArONMpPUATHOTO MPOTHO3a MPH YCTAaHOBJICHUH IuarHo3a MB oTHocsTCs:
Bo3pact crapme 65 ner, ypoeHb Hb < 11,5 r/m1, ypoBers TpombomutoB < 100 x 109/m,

P-2-MHKPOTIIOOYIINH CRLIBOPOTKHM KPOBH > 3 MI/JI, KOHLEHTPAIHU MOHOKIOHaIbHOro IgM > 70 1/1. D1H
MpU3HAaKU OO0JIE3HH M BO3PACT MAIMEHTOB BKJIIOUEHBI B MEXIYHAPOJHYIO MPOTHOCTUYECKYIO CHCTEMY
(International prognostic scoring system for Waldenstrom's makroglobulinemia). Mcnons3oBanue 3Toi
CUCTEMBI MO3BOJISIET MPOrHO3UPOBATH MPOJIOJKUTEILHOCTD )KU3HHU MAalMTEHTOB U OTBET Ha TEPaIuio, HO
HE SIBIISIOTCS OMPEACISIONUMHU TIPU BHIOOPE TAKTUKH JiedeHUsl. [IATUIIETHSAST BBIKMBAEMOCTDh MAIUEHTOB
MB B 3aBUCHUMOCTH OT KOJIMYECTBA HEOIArONPHUATHBIX IPU3HAKOB cocTaBsieT oT 87 1o 36% [ 6, 13].

6.2. Jleuenue nepudepudeckoii HeliponaTuu

[lepudepuyeckas nonuueidponatuss npu MB BcTpewaercs ¢ uactoroit or 10 mo 20%. Ilpu
CJI0)KHOCTH MEXaHU3MOB DPa3BUTHUS IMOJMHEHPONATHH B KAa4eCTBE OCHOBHOTO OOCYXJaeTcs MMMYHHas
aKTUBHOCTb MOHOKJIOHAJIBHOTO IgM, HampaBieHHas IPOTUB MHUEIMHACCOLMUPOBAHHOTO TNIMKOIPOTEHHA
(MAG) u npyrux aHTUIeHOB HepBHOHM TkaHM. [loaTomy mepudepuueckas nonuHedponatus npu MB
paccMaTpuBaeTcs B OOJIBIIMHCTBE CilyyaeB Kak [gM-acconupoBaHHast.

Jns nedyenus: IgM-accouumnpoBanHoM nepudepuyeckoil MoIMHEHPONaTU BHIIOIHSAIOT IPOLETypbl
ia3madepesa.

- PexomeHnyercs pu TspKenoi nepudeprudeckoit moanHenponaTuy npuMeHsaTh kom6unanuu R-CP
u DRC nuist Oosiee BRIpaKEHHOTO CHUKEHUsI apanpoTrenHa [36].
VYpoBeHb yoeauTenbHOCTH pekoMeHaanuii — C (YpOBEeHb I0CTOBEPHOCTH JIOKA3aTENbCTB — 5).
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6.3. Benenue mamueHTOB C CHHAPOMOM I'MII€PBA3KOCTH

- Pexomennyercs y nmanuenToB MB npu HanuuuM CUHIPOMA THIEPBSI3KOCTH, KPHOTIOOYTMHEMUN
JICYCHUE HAYMHATH TEPAIHIO C I1a3Madepesa it ObICTPOro CHIKCHHUSI YPOBHS MOHOKJIOHAJIBHOTO OejKa
[36].

YposeHs yoeautenbHOCTH pekoMenaainii — C (ypoBeHb JOCTOBEPHOCTH J0KA3aTeIbCTB — 5).

KommeHnTapun: 00bI9HO BBITIONHSIOT 2-3 MpoLeaypsl miazmadepesa Ui CHUKEeHUsT ypoBHs IgM Ha
30-60%. Ilocie ceancoB muazmadepe3a B OmKkaiiiee BpeMs HAYMHAIOT CHEIU(PUUECKOe JICYCHUE, TaK
Kak B TeueHue 4-5 HCACIIb YPOBCHD IAaparipOTCHa MOKCT BO3BPATUTHCA K HCXOAHOMY YPOBHIO.

6.4. Oco0eHHOCTH COMPOBOAUTENbHON Tepanuu NANMEHTOB, B CXeMY Je€YeHHsI KOTOPbIM
BKJIIOYEH nmpenapart 6opre30Mud**

[Ipu neyennn GopTe3oMUOOM™** HEOOXOIUMO MPOPUIAKTHYECKOE HA3ZHAUYCHHE BaJIallMKIOBHpa™*
WIM alMKIOBUPAa™™ B CBSI3W C YBEIMYEHUEM pHCKA Pa3BUTHS OINOSCHIBAIOLIETO reprieca, a TaKke
CBOEBPEMEHHOE CHIDKEHHE [03bl Oopre3omMuba™* mnpu pazButuu noiuHeipomaruu. Kpome Toro,
MOAKOKHOE BBeZIeHHE OopTe3oMuba™™* BMeCTo BHyTPUBEHHOTO CYIIECTBEHHO CHU)KAET YaCTOTY Pa3BUTHUS
HeXeJaTeNbHbIX siBieHui. [Ipn HazHaueHun GoprezomuOa™™* ciemyer OTAaTh MPEANOUYTEHHUE CXEMaM C
Ha3HavyeHHeM OopTezomuOa™** 1 pa3 B Hememo, a TaKkKe MCIOJb30BaTh IMOJKOXHBIM IMYyTh BBEICHUS
mpernapara BMECTO BHYTPUBEHHOTO C TENTBI0 CHIDKEHHSI YaCTOTHI Pa3BUTHS TSDKEJION MOJIHMHEeHponaTuu [ 3,

19, 24].

6.5. Ouenka 3(p¢peKTUBHOCTH JIeYEHUSA

Onenka »¢dexkTuBHOCTH JiedyeHHsT MB TpoBOIWTCS COTJACHO MEXAYHAPOJHBIM KPHUTEPUSIM,
MPEAJIOKEHHBIM Ha 6 MeXayHapoaHOM pabodem coBemanud mo MB, 1o #W3MeHEHHIO YPOBHs
MOHOKJIOHAJIbHOTO IgM B CBIBOPOTKE KpPOBU M MOYE, TMHAMUKE pa3MepoB JTUM(OY3JI0B U MOPaKEHHBIX
opranoB. [Ipu [P HE0OX0MMMO BBHITIOTHEHHE CTEPHAIBLHOW MYyHKIIMHA W TPETAHOOMOTICHH TIOAB30IIHOMN
KOCTH.

[Tomnas pemuccust (IIP): HOpManbHBI ypoBeHBb IgM, OTCYTCTBHE MOHOKJIOHAJIBHOTO Oeika B
CBIBOPOTKE KPOBHU M MOYE IO JaHHBIM UMMYHO(UKCAIMU; OTCYTCTBUE MH(OUIBTPALMU KOCTHOTO MO3Tra
[0 JaHHBIM THCTOJIOTMYECKOTO UCCIIEIOBaHUS, OTCYTCTBUE JIUM(OAICHONATUU U OpraHOMeraiuu (eciu
onpeneasuiMch ucxoano) mo manHeiM KT, orcyrctBue cummromoB MB. [{ns moartBepkaenus 1P
HE00X0IMMO MMOBTOPHOE HCCiIeI0BaHNe M-IrpalueHTa METOI0M UMMYHO(PHUKCAIIH.

Ouenp xopomas vactuyHas pemuccusi (OXYP): cHmwKkeHuE YpOBHS MOHOKJIOHanbHOTO IgM
CBIBOPOTKH KpoBHU Ha 90% u Gojee U yMeHbIIeHHE pa3MepoB TuMQoaIeHOaTHH/opraHoMeraiuu (eciau
OTPEIENSINCh UCXOAHO), MO JaHHBIM (usukanbHoro oo6cnemoBanus win KT. OTCyTcTBHE HOBBIX
CUMIITOMOB aKTUBHOW MB.

Yactuunas pemuccus (UYP): cHmkenne ypoBHS MOHOKIIOHANBHOTO IgM chiBOpoTKH KpoBu Ha 50% u
0oJiee U yMEHbIIEHUE Pa3MEPOB JTUMQPOaTCHONATHH/OPTraHOMETaTHH (€CIN OMPEeNsUINCh UCXOIHO), TI0
JTaHHBIM (hu3uKanbHOTO oOcnenoBanus uiu KT. OTcyTcTBHE HOBBIX CHMIITOMOB akTHBHOUW MB.

MuHUMalIbHBIA OTBET: CHUKEHHE YPOBHSI MOHOKIOHanbHOrO IgM chiBopoTkH KpoBU Ha 25% u
6osee, HoO MeHee 50%. OTcyTcTBHE HOBBIX CUMIITOMOB akTHBHON MB.

Crabwmmsanusa (Cr): cHwkeHue MeHee 25% wiam  yBenuyeHue MeHee 25%  ypoBHs
MOHOKJIOHaIbHOTO  IgM  chiBopoTkM  KpoBu  MeHee 25%  0e3  NpU3HAKOB  HapacTaHUs
nuMpoaIeHOTaTUH/OPraHOMETAINH, IUTOTICHUH WU KIWHUYECKH 3HAYMMBIX CUMIITOMOB, CBSI3aHHBIX C
MB.

[Iporpeccus 3ab6oneBanus (I13): yBenndeHne ypoBHS MOHOKJIOHAJIBHOTO IgM CBIBOPOTKH KpOBH Ha
25% wu Oonee mpU TOBTOPHOM UCCICIOBAHWU WM MPOTPECCUPOBAHUE KIMHUYECKH 3HAYMMBIX
CUMIOTOMOB OoJie3Hu (HeoObsicHuMas nuxopajaka 38,4°C, HouHasi MOTIUBOCTbh, MOTepst Beca Tena Ha 10%
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)41 60.]166 HJIN CHHAPOM THICPBA3KOCTH, HeﬁpOHaTHH, CUMIITOMaTHU4YECKas KpI/IOI‘JIO6y.HI/IHeMI/I$I NN
aMUJION103), CBsI3aHHbIe ¢ MB.

KpnTeplm OLICHKH Ka4ecTBa MeIUIIUHCKONA MOMOIIH

N Kpurepun kauectna Onenka
/1 BBIIIOJTHEHMUS

1 |BeimosHEHO ompeelieHne COOTHONICHHs OSKOBBIX (pakiuii B kpoBu u B Moue | Jla/Her
METOJI0M anexTpodopesa u HCCIEN0BaHUE MOHOKJIOHAJIBHOCTH
MMMYHOTJIOOYJTMHOB B KPOBU U B MOY€ METOJIOM UMMYHO(DUKCAITUN

[Ipumeuanue.
Hymepainus nyHKTOB JaHa B COOTBETCTBUHU C O(PUIIMATBHBIM TEKCTOM JIOKYMEHTA.

3 |BbimonHeH pa3BepHYTHI KIMHWYECKHH aHamuW3 KpoBHW ¢ ompeneneHuem | Jla/Her
reMOTJIOONHA,  APUTPOIUTOB,  TPOMOOIMTOB,  JIEMKOLIWUTOB,  IOJICYETOM
JeUKOIUTApHOU (POPMYITBI M KOJIMYECTBA PETUKYIOIMTOB

4 |BpimojgHeH OWOXMMHUYECKMH aHalIM3 KpOBH, BKJIIOYaOIMUNA  obs3arensHoe | [Ja/Het
onpenenenue JIJ[I', Mo4ueBOW KHCIOTHI, MOUYEBHHBI, KpEaTHHHWHA, oOIero Oeska,
anpoymuna, ounupyonna, ACT, AJIT, menounoit ¢pocdaTasbl, Kaablins, KaTbIIHs

5 |BremmonHeHa koaryjgorpamMma  (OpHEHTHPOBOYHOE  HcclefoBaHue  cuctemsl | Jla/Het
reMocTa3a) ¢ ompeneiaeHueM cienyrmux mapamerpo: AUTB, mpoTpomMOMHOBHIA
uHjekc mo Keuky, TpoMOuHOBOE BpeMsi, puOpHUHOTCH

6 Brinomaeno PEHTIE€HOJIOTHUYECKOE HCCIENOBAHNE KOCTEN ckenera | [la/Het
(pentrenorpadus wim KT)

7 | Bemonreno KT OpronrHo# mojgocT 1 3a0pIOMIMHHOTO MMPOCTPAHCTBA Ha/Her

8 | BrimonHeHa peHTreHorpadus OpraHoB I'PYAHON KJIETKH B ABYX MPOCKITUIX Ha/Her

9 | BbInonHEHO YNbTPa3BYKOBOE UCCIEIOBAHUE OPraHOB OPIOIIHO MOJIOCTH Ha/Het

10 |BseImonHEHO YABTPA3BYKOBOE HCCIICAOBaHME BceX rpymm rnepudepuueckux, | Ja/Her
BHYTPHOPIOIIHBIX M 3a0PIOIIMHHBIX JIUM(POY3JIOB

11 |BeblnmonHeHO MOJy4YeHHE IIMTOJIOTMYECKOro IpemapaTa KocTHoro mosra myrteM |/Jla/Her
MYHKIMH, [IUTOJIOTHYECKOE HCCIIe0BaHNEe Ma3Ka KOCTHOTO MO3ra (MUEeJIorpaMmMa)

12 |BblmonHeHO TMOJIydeHHME THUCTOJOTHYECKOro ImpemapaTa KocTtHoro Mo3sra|/la/Her
(TpenmaHoOHMoOICHS), MATOJOT0-aHATOMUYECKOE  HCCIEeIOBAaHUE  OMOMCUIHOTO
(omeparroHHOTO) MaTepuana KOCTHOT'O Mo3ra c MIPUMEHEHUEM
MMMYHOTUCTOXUMHYECKUX METOJO0B W/WIM UMMYHO(MEHOTUIIHPOBAHHUE KIIETOK-
npenmiecTBeHHUI] B KocTHOM Mo3re (MDT) kieTok acnupaTa KOCTHOTO MO3ra
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[Tpunoxenne Al
Cocras padoueii rpynnsl

1. BorskoBa Onbra MuxaiiioBHa — KaHAWJAT MEIULIMHCKUX HAYK, CTApIIUN HAyYHBIA COTPYIHUK
OI'BY POHIL M3 P®, unen Poccuiickoro nmpodeccnoHaabHOTo 00IIECTBa OHKOT€MATOJIOTOB

2. MenneneeBa Jlapuca [laBnoBHa — JOKTOp MEIUIIMHCKUX HAyK, 3aMECTHTENb TI€HEPaIbHOIO
mupekropa ®I'BY T'HI M3 P® no nayuHodt pabore W uHHOBauusaM, wieH HamnuonaabHOro
remMaTosoru4eckoro odmiecTna, wieH Poccuiickoro mpoeccuoHanbHOro 0011eCTBA OHKOI€MAaToJI0rOB

3. Cragnuk Enena AnekcanapoBHa — K.M.H., JOLEeHT Kadeapsl ¢akynbrerckoit Tepanuun OI'BOY
BO "IICII6I'MY wum. W.II. IlaBnoBa" MunsagpaBa Poccum, crapmuii Hayunblii coTpyauuk OI'BY
"HMMUI] um. B.A. Anmazosa" Munznpaa Poccuu, wien Poccuiickoro o0riecTBa OHKOT€MAaTOIOTOB.

4. ®@ananeeBa Hartanes AJsekcaHnpoBHa — J.M.H., 3aB. OTACJICHUEM MPOTHBOOIYXOJIEBOIO
nexapctBeHHoro jgedenus MPHI[ um. A.®. Hpi6a — punuan OI'BY "HMMUL] paguonorun" Munzapasa
Poccnn, unmen Accoumanuu onkonoroB Poccum m  Poccuiickoit Acconmanuu - TepaneBTHUYECKHAX
paguanMOHHBIX OHKOJIOIOB.

5. CredanoB Jlmutpuii HwukomaeBu4 — HaydHBIH COTPYAHHMK, 3aB. HAYYHO-OPTaHU3AIMOHHBIM
otaenom, ®I'BY "HMUL] AI'ON um. Imutpus Porauea" MunsapaBa Poccum, wien Poccuiickoro
oOmiecTBa OHKOT€MAaTOJIOTOB

6. ITongnyonas Mpuna BragumupoBaa — akagemuk PAH, 3acioykeHHBIN aesTenbs oOpa3oBanus PO,
I.M.H., ipodeccop, 3aB. Kaeapoil OHKOJOTHMH ¥ MAUTHATUBHOW MEIWUIIMHBI, TIPOPEKTOP IO JIeueOHOM
pabote u MexxyHapoaHoMmy cotpyaaudectBy ' bOY 10O PMAHIIO Munsapasa Poccuun, ipeacenarens
Poccuiickoro o61iecTBa OHKOreMaTOJIOrOB.

7. MsaxoBa Haranpst BaneppeBHa — 1.M.H., Ipodeccop, 3aMeCcTUTENb TJIABHOTO Bpaya 110 Je4eOHOM
pabore, 3aB. otneneHueM onkoremarosiorud ®I'BY "HMUILL IT'OU um. Imutpus Porauea" Mun3zapaBa
Poccun, unen HanmonansHOro 00111ecTBa AETCKUX T€MAaTOJIOTOB U OHKOJIOTOB

8. HeBosbckux Asekceil AjeKkceeBHY — J.M.H., 3aMECTHTENIb JUPEKTOpa IO JieueOHOW pabdoTe
MPHI] um. A.®. [{p16a — ¢rman GPI'bY "HMMUIL paguonoruun" Munzapasa Poccun.

9. lBanoB Cepreit AnaronseBuu — npodeccop PAH, n.m.H., qupekrop MPHI[ um. A.®. Lpi6a —
¢umnan OI'BY "HMUL panuonoruu" Munsapasa Poccuu.

10. Xaiinosa JKanna BrnagumupoBHa — KaHAUAAT MEIULMHCKUX HAyK, 3aMECTUTEIb JUPEKTOpa IO
OpraHu3aIMoHHO-MeToanueckoi padore MPHIL] um. A.®@. [{p16a — punuman ®I'bY "HMUL] paguonorun"
Munzapasa Poccun.

11. I'eBopksH Turpan ['arukoBud — 3amecturens gupekropa HUM KOP ®I'BY "HMMULL onkonoruu
uM. H.H. brioxuna".

Kondnukt uHTEpecoB OTCYyTCTBYET.

ITpunoxxenne A2
MeTtonosorusi pa3padoTKH KIMHUYECKUX PEeKOMeHAAI il

HeJ’IeBaH AYOAUTOPUS JAaHHBIX KIMHUYCCKUX peKOMeHﬂaHHﬁZ
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1. Bpaun-rematosnoru

2. Bpaun-onkosoru

3. Bpauu — gerckue reMaronoru-oHKOJIOTH
4. Crynentsl MmequimHckux BY3o0B

MeTogoJorus c60pa A0Ka3aTeJIbCTB

MGTO[[I)I, HCIIOJIBb30BaHHBIC JJIA C60pa/C€JICKHI/II/I J0Ka3aTcCJIbCTB:
ITounck Hy6JIHK8,IIPIfI B CHCHUAIM3UPOBAHHBIX ICPUOJUUCCKUX IICYATHBIX HU3AAHHUAX C HMIIAKT-

dakropom > (.3, MOUCK B AIEKTPOHHBIX 0a3axX JaHHBIX.

ba3b1 1aHHBIX, UCTIOIB30BAHHBIX JIJIsI COOpaA/CENEKIINH JI0Ka3aTeNIbCTB:
JlokazaTenbHOM 0a30i [UIsl peKOMEHAALUUM SIBISIIOTCS MyOauKanuu, Bomeamue B KoxpaiiHOBCKYyIO

6ubnuoreky, 6a3bl JanHbix PUBMED u MEDLINE. I'nyOuna noucka cocrasisuia 30 sier.

MeTop1, NCNIOJIL30BAHHBIC ISl aHAJIM3a TOKA3aTeIbCTB:
- O0630pHI OIMYOJIMKOBAHHBIX METAaHAIIU30B;
- Cucremarnueckrie 0030pbI ¢ TAOJIUIIAMH JT0KA3aTEIHCTB.

Tadoauna 1. [Ikana oueHku ypoBHeil nocToBepHOcTH Aoka3zareabcTB (YI/I) ans meromos

JMATHOCTMKHU (IMATHOCTHYECKHX BMEIIATEIbCTB)

YA Pacumdposka

1

Cucrematnueckue 0030pbl HCCIEAOBAaHMA C KOHTpOJEeM pedepeHCHbBIM METOJIOM WU
CUCTEeMaTUYECKUN 0030p paHIOMU3HPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN C MPUMEHEHHEM
MeTaaHalln3a

OT,Z[GJ'IBHBIC HUCCIICA0OBaHUsA C  KOHTPOJIEM pe(l)epeHCHBIM METOJOM HJIHN OTIACIIBHBIC
PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUC UCCICA0OBAHUA U CUCTEMATUYCCKUC 0630pI>I I/ICCJ'IG,I[OBaHI/Iﬁ
JIFO0O0T0 zmzaﬁHa, 3a HCKIIOYCHHUEM PAHIOMHU3HWPOBAHHBIX KIIMHUYCCKUX HCCHCHOBaHHﬁ, C
IIPUMCHCHUECM MCTaaHaJIN3a

I/ICCJ'ICI[OBaHI/ISI 0e3 IMOCJICA0BATCIIBHOIO KOHTPOJIA pe(i)epeHCHBIM METOJ0M HJIM HCCJICIOBaHUA
C pe(bepeHCHBIM MCTOAOM, HE SABJIAIOMIMMCA HE3aBHCHMBIM OT HCCICAYEMOI'O ME€TOJA, HIIU
HCpaHAOMH3HUPOBAHHBIC CpPaBHUTCIIbHBIC HCCJIICA0BaHUsI, B TOM YHCJIC KOT'OPTHBIC
HCCICOOBaHUA

HeCpaBHI/ITCJ'IBHBIC HCCIICO0BaHMs, OIIMCAHNUE KIIMHUYCCKOT'O ClIydasd

Hmeercs muis 000CHOBaHUE MEXaHU3Ma HeﬁCTBHﬂ HJIM MHCHHUC DKCIICPTOB

Taoauna 2. lIkasa oueHkn ypoBHeil a0cToBepHOCTH AoKasareabcTB (YI/) nis meronos

NPoPUIAKTHKH, JIeHeHUs U peadumTanuu (MpoPpUIAKTHUYECKHX, Je4YeOHbIX, PeadWIUTAIMOHHBIX

BMeIATEIbCTB)
Y PacmndpoBka
1 Cucremarnueckuit 0630p PKU ¢ npuMeHeHrnem MetaaHanmsa
2 Otnensupie  PKUM  u  cucrematnyeckue 0030pbl  HCCIIEAOBAaHUM Jr00Oro au3aifHa, 3a
uckmouenueM PKH, ¢ npumenennem Metaananusa
3 HepannomuzupoBaHHble CpaBHUTENIbHBIE UCCIIEIOBAHUS, B T.4U. KOTOPTHBIE UCCIIEIOBAHUS
4 HecpaBuutenbHble HCCIENOBAaHMSA, ONUCAHHE KIMHUYECKOTO CIydas WM CEpHUH CIy4aes,

HCCIIEI0BaHUs "Cilyqaii-KOHTPOJIb"
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HNmeercs 1uiib OOOCHOBAaHHME MEXaHU3Ma I[ef/'ICTBI/ISI BMCIIATCIJILCTBA (Z[OKJII/IHI/I‘ICCKI/IC
HCCHGHOB&HI/IH) HJIM MHCHHUC DKCIICPTOB

Tabumuna 3. Illkajna oueHkH ypoBHe#l yOeaurteabHocTH pekoMenaaumii (YYP) nnsa meronos
NpopMIAKTHKH, ITMATHOCTHKH, JIeYeHUs U peaduauTanum (MpoguIaKTHYECKUX, JTHATHOCTHYECKHX,
Jie4eOHBbIX, peadMJIMTAHOHHBIX BMEIIATEJIbCTB)

yvyp

Pacmmudposka

A

CunbHass pekoMeHmamus (Bce paccMaTpuBaeMble KpuTepud dS(GEKTUBHOCTH  (MCXOJIBI)
SBIISIIOTCS. BaXHBIMH, BCE WCCIIEJOBAaHMS WMEIOT BBICOKOE WM YIAOBIETBOPHUTEIHHOE
METOJIOJIOTHYECKOE KAaueCTBO, WX BBIBOJBI TI0 HHTEPECYIOIIMM HCXOJaM  SIBISIOTCS
COTJIaCOBAHHBIMH)

VYcnoBHas pekoMeHAanus (HE Bce paccMaTpuBaemble KpuTepuu 3()QPeKTUBHOCTH (MCXOMbI)
SIBJISIFOTCSI BaKHBIMM, HE BCE HCCJIEIOBAaHUS MMEIOT BBICOKOE WM YJOBJIETBOPUTEIHHOE
METO/I0JIOTMYECKOE KAa4eCTBO W/MJIM MX BBIBOJABI IO MHTEPECYIOUIUM HCXOJAaM HE SBISIOTCS
COTJIAaCOBAHHBIMH)

Cnabass pexomeHpmanus (OTCYTCTBHE JIOKAa3aTENIbCTB  HAJUICKAIIETo KadecTBa (Bce
paccmarpuBaeMble KpuTepud S(G(GEKTUBHOCTH (MCXOMbI) SIBISIOTCS HEBAaXKHBIMH, BCE
HCCIIEIOBAaHUSI UMEIOT HU3KOE METOJI0JIOTUYECKOE KaueCTBO U UX BBIBOJBI 110 MHTEPECYIOUINM
MCXOJIaM HE SBJISIFOTCSI COTJIACOBAHHBIMMU)

IMopsinok 00HOBJIEHHSI KIMHUYECKUX PeKOMEHIAM i

MexaHnu3M OOHOBIICHHS KJIMHUYECKMX PEKOMEHIALMHA MpelycMaTpUBaeT HUX CHCTEMaTHYECKYIO
aKTyaJlu3alliio — He PeKe YeM OJIMH pa3 B TPU rojia, a TakyKe MPH MOSIBICHUU HOBBIX JaHHBIX C MO3UIUU
JI0Ka3aTeIbHONM MEAMIMHBI 10 BOMPOCaM JWArHOCTUKH, JIEYEHHs, MPOPUIAKTUKH U peaduIuTaluu
KOHKPETHBIX 3a00JIeBaHM, HaJIM4YWu OOOCHOBAHHBIX JIOMOJIHEHUIl/3aMeUaHUil K paHee YTBEp>KICHHBIM
KP, Ho He ywanie 1 pa3a B 6 Mecses.

[Tpunoxenne A3

CBs3aHHbBIE AOKYMCHTDBI

[Tpunoxenue A3.1

Pe:xumbl JiekapcTBeHHOT 0 Jieuenus VB

- MonoTepanus purykcumabom** [23]
Purykcumad** — 375 Mmr/m? B/B Kar., 1 p/Hen B TedeHue 4 HeleNb.
Kypc nosropsitor uepes 12 Henens

- R-CHOP [22, 38]

Putykcuma6** 375 mr/m? /B Karl., aenb 0 uiiu 1 Bce MUKIIBI Kypca
Jlokcopyoumua** 50 mr/m? B/B Karl., aeHs 1

Huxnopochamua** 750 mr/m? B/B Karl., 1eHs 1

#Bunkpuctun** 1,4 mr/m? (cymmapHo He Gosee 2 Mr) B/B, JeHb 1
[Ipenauzonon®* 100 mr BHYTpH, AHU 1-5

Jleuenne Bo300HOBIIAETCS HA 22 NEHD
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- BR [20]

Boprezomubc** — 1,6 mr/m® B/B, nun 1, 8, 15

Putykcuma6** — 375 mr mr/m? /B, muu 1, 8, 15, 22 B 1 u 4 xypcax
Jleuenue Bo300HOBIsIETCS HA 29-11 1eHb. [IpoBOasT 6 KypCcoB.

- BDR [19]

Boprezomuc** — 1,3 mr/m? B/B win /k, nam 1, 4, 8, 11

Jlexcamerazon** — 40 mr /B, nuu 1, 4, 8, 11

Purykcumad** — 375 mr/m? B/B, neHb 11

Jleuenne BO300HOBIIsSIETCS Ha 22-U AeHb (mepBbie 4 Kypca), nanee npoBoauTcs 1 pa3 B 12 wHen.
(momoHUTENBHO 4 Kypca)

- RCD [21]

Putykcuma6** — 375 mr/m2 B/B, 1eHb 1

Huknogpochamun** — 100 mr/mM2 BHYTpS 2 p/neHsp, auu 1-5
JHekcamerazon®* — 20 mr B/B, 1eHb |

Jleuenue Bo300HOBIsIETCS HA 22-11 1eHb. [IpoBoadT 6 KypcoB

- CPR [38]

Putykcuma6** — 375 mr/m? B/B, neHb 1

Iuknodochamua** — 1 r/m? B/B, neHsb 1

[Ipennuzonon™* — 100 Mr BHYTpb, AHH 1-5

Jleuenne Bo300HOBIIIETCS HA 22-i1 eHb. [IpoBoasar 6-8 Kypcos.

- Monotepanus diaymnapaburom™* [39]
dnynapabun** — 25 mMr/m? /B, tau 1-5 (1-4)
Jleuenne Bo300HOBIIsSIETCS HAa 29-11 neHb. [IpoBoasT 4-6 KypcoB

- FR [26]

Purykcuma6™** — 375 Mmr/mM2 B/B 1 pa3 B Hezento, 8 BBEICHUH
®nynapabun** — 25 mr/m? /B, mau 1-5 (1-4)

Jleuenne Bo300HOBIIsIETCS HAa 29-11 nenb. [IpoBoasr 4-6 KypcoB

- FCR [28]

Purykcuma6** — 375 Mmr/mM2 B/B 1 pa3 B HEJIEIIO, JICHb |
Onynapabun™* — 25 Mr/M? B/B, 1HU 2-4

Huxnodochamua** — 250 mr/M? B/B, auu 2-4

Jleuenue Bo300HOBIsIeTCS HA 29-i1 neHb. [IpoBoadaT 6 KypcoB

- #MomnoTepanus Kiagpuouaom** [40, 41]

#Knagpubun** — 0,1 mr/kr B/B, nau 1-7

Jleuenue Bo300HOBIsIeTCS HA 29-i1 neHb. [IpoBoadar 2 kypca
- #Knaapubun** + purykcumab** [27]

#Knanpubun** — 0,1 mr/kr B/B, aau 1-5

Purykcumad** — 375 Mr/m? B/B Karl., eHb |

#Jleuenue BozoOHOBIAETCS Ha 29-1i neHb. [IpoBoadar 4 kypca

- Benpamyctun** + putykcumad** [25, 33, 34]
#bengamycTtun ** — 90 mr/m? B/B, auu 1, 2

Purykcumad** — 375 Mr/m? B/B Kar., 1eHb |

Jleuenue Bo300HOBIsIETCS HA 29-11 neHb. [IpoBoasaT 4-6 kypcoB

- Monotepanus xiaopamoOynmnom** [30]
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#XmopamOytmn** — 0,1 Mr/kr BHYTph ATUTEIBHO O] KOHTPOJIEM KIIMHUYECKOTO aHaI3a KPOBH JI0
¢a3bl TIaTo

- #XuopamOymT** + npeaauzonon** [30]

#XnopamOymnr** — 6-8 mr BHYTpb, AHU 1-7

#IIpennuzonon** — 50 mr BHYTpD, AHU 1-7

Jleuenne Bo300HOBIsIeTCS Ha 29-43-i1 neHb

- MoHoTepanus uOpyruHrnOoM™** (s marmenToB 18 siet u crapiie) [31, 35]
No6pyruan® 420 Mr BHYTpB, €KETHEBHO, IO MPOTPECCHPOBAHUS WM PAa3BUTHS HEMEPEHOCHMOM
TOKCUYHOCTHU
IIpunoxenue b

AJIFOpPITMbI BCACHUSA MAIIUECHTA

AJITOPUMT Be/ieHHsI MALMEHTA ¢ BliepBbie BbIsABJIeHHO MB:
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AJITOpUTM BeJleHHsl MalHeHTa ¢ peuuansamu MB:

OnurensHocTe
pesuccuit >12 mec.
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Biok-cxema jeyennsi 60J1bHBIX B clIyyae penuausa MB

20 passuTee
CRATTOMS T

W BACTAHOEDHOS < Ayro-TICK

Ctpanuua 25 us 27
YnyJyweHHasa BépcTka: [letckas yponorusi B Omcke http://disuria.ru


http://disuria.ru/

KnuHunyeckne pekomeHgaumm — MakpornobynuHemus BanbgeHcTpema — 2020-2021-2022 (31.01.2023) — YT1BepxaeHsl MuHzgpasom PO

AJITOpUTM BeJleHus nanuenta ¢ MB
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[Tpunoxenune B
Nudopmanus st nanueHTOB
MakpornoOynunemust Banpaenctpema (unm 0one3nb BanbneHcTpema) — 3TO  BsUIOTEKyIIee,

MCIJICHHO PAa3BUBAIOMICCCA 3a00JIeBaHUE OHYXOHGBOﬁ MpUPOAbI, SABJIAIOMICCCA OJIHOH M3 pa3HOBI/I,Z[HOCTeI71
J'II/IM(I)OM. Ha cerogusmHuii MOMEHT 3TO 3a00JIeBaHUE paccMaTpruBacCTCA KaK HCEHU3JICUUMOC, HO
COBPEMCHHBIC HHHOBAIITUOHHELIC JeucOHbIC MCTOIHWKHU, BKIIFOYAIOIIHE HOBBIC JICKAPCTBCHHLIC IPCIIAPATHI U
TPAHCIUIAHTAIUIO ayTOJIOTUYHBIX TEMOIIOITUYCCKUX CTBOJIOBBIX KJICTOK, ITIO3BOJIAKOT JOCTHUTATH T. J'IY6OKI/IX
MMPOTUBOOIIYXOJICBBIX  OTBCTOB, KOHTPOJIMPOBATH 3a0o0JieBaHe MW  00ECIeUunBaTh AJIUTCIIBHYIO
BBDKUBACMOCTB C COXPAHCHUCM Ka4CCTBA KU3HU.

Knuandeckue CHUMITOMEI MaKpOFHOGYHI/IHeMI/II/I BaJ'IL,Z[eHCTpeMa pa3H006p3.3HBI, BO3HHUKAIOT
HCOXKHUIAAHHO W MOT'YT BOCIHPHUHHMATBLCA MAllUCHTAMH KaK IPOSABJICHUC KaKHX-T100 CONIYTCTBYIOIIIUX
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XpOHUYECKHX 3aboseBaHuid. [Ipu MosiBICHUU BBIpAKEHHON C€1a0OCTH, OJETHOCTH KOXKHBIX TOKPOBOB,
MOBBIIIEHHOW KPOBOTOYMBOCTH, HAPYIIEHUH 3PEHHUS, HEBPOJIOTHYECKONH CHUMITOMATUKHA HEOOXOJUMO
00paTUTHCS K Bpauy U MPOUTH AUArHOCTUYECKOE 00CIICIOBaHHE.

OOcnenoBanue BKJIOYaeT B ce0sl CHCHMAIbHBIC METOJAMKH HCCICIOBAHUS KPOBH M MOYH,
UCCIICIOBaHUE KOCTHOTO Mo3ra, ¥Y3W M peHTreHONIorn4eckoe ueciieioBanue. Pe3ynbrarsl 00cae10BaH s
IIOMOT'YT OIIPECACIUTL XapaKTep 33,60J'I€BaHI/IH, YTOUYHUTbL TaKTUKYy TCpalliu MW CpPOKHW Haydajla
CHEM(PUICCKOTO JICUCHUS.

B HekoTOphIX citydasiX mpW MUHUMAJIbHBIX MPOSIBICHUAX 3a00JI€BaHUs OT Hadalla CIenu(pUIECKOM
TCpallini BO3MOKHO BPEMCHHO BO3JACPIKATHCH. Ho Ipru STOM IMALUCHT JOJDKCH HAXOAWUTBHCA 1101
HaOJIIOJICHUEM IeMaToJIora Mo MECTY JKUTEIbCTBA U MPOXOIUTh KOHTPOJIbHOE 00CIIeI0BaHIe Kax ibie 3-6
Mecsues. [Ipu npoBeaeHnn jgedeHus (HE3aBUCUMO OT METO/a, M30paHHOTO JIeYalluM BPavyoM), a TaKxKe
nocjie 3aBeplieHHsi HEOOXOIMMOro O0beMa Tepanuu MAlMeHT PETYISIPHO JOJDKEH CIaBaTh aHATM3bI
KpPOBHU /17151 OLIEHKH 3(P(HEKTUBHOCTHU U MPOIOJDKUTEILHOCTH JICUEHHUS.

IIpunoxenune I'

Hogeie, nuznannsie B 2020-2023 rr. u odunmanbHo yrBepkaéHHbIe MuH31paBoM PO,
KIIMHUYECKHe peKOMEeHAalNnU (PyKOBOJICTBA, MPOTOKOJIbI JIEYEHHS) — HA HAIllEM caiTe.
WNHTepHeT-ceplIKa:
http://disuria.ru/load/zakonodatelstvo/klinicheskie_rekomendacii_protokoly_lechenija/54.

Ecau roe-To keM-To TaHHBIH JOKYMEHT ObLI paHee pacredaraH, JaHHoe m3o0paxenue QR-koma
ITOMOJKET BaM OBICTPO MEPEHTH 110 CCBHUTKE ¢ OYMaXKHOM KOIUU — B HEM HAXOJIUTCS dTa CChLIKA.
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