AITTOPUTMbI IMATHOCTMKMA
1 MPOTOKOJ1bl JIEYEHMY
3ABOJIEBAHMM
CUCTEMBI

KPOBM

HALMOHATbHbIM MERMLMHCKMA UCCNEROBATENBCKMM

NPUNOXXEHUE LIEHTP TEMATOJTOTUN




CopepxaHue

AﬂFOpMTM MUCCNEfOBAHMS CMTMHHOMOS3TOBOM XKUAKOCTH .evvrerieiiairenieieseeeneenees

AJ'II'OpMTM MCCNefoBAHMA NNEBPANBHOIO BbINOTA

MonutopuHr Bupyconormyeckoro cratyca 6onbHbix 3a60neBaHUIMM
CHUCTeMbl KPOBM Ha Mapkepsbl Bupycos renatuta B u C (BB u BI'C)

MporpammHoe nederne GonbHLIX ANAACTMYECKOM QHEMUEN:
anroput™ (A) u komBuHMpoBaHHAS UMMyHOCYNpeccuBHas Tepanus (b)

MporpammHoe nederne GombHBIX ANAACTMYECKONH QHEMMEN:
anroput™ (A) u komBuHMpoBaHHAS MMMyHOCYNpeccuBHas Tepanus (b)

npOTOKOJ'I nevyeHusa I'IepBVI‘-IHOFi MMMYHHOFi TpOM6OLIMTOI'IeHI4M

KnaccuPrKaLmMa MOPDUPHM ...c.cieueiiiiiiiiiiicieieee et
ANropuT™ BeRcTBMI BPaYa NpU NOA03PEHUMU HA OCTPYIO NOPGUPHIO ........

ANropuTM OCTAHOBKM KPOBOTEYEHMS Y MALMEHTA C MHTMBUTOPHOM
remodunmert A, nonyyaioLero Tepanmio SMMLU3yMabom

AnropuTM OCTAHOBKM KPOBOTEUYEHMS Y NALMUEHTA C remodunmein A
6e3 MHIMBUTOPA, NONYUAIOLLErO TEPANMIO SMULUZYMABOM ...,

Anroputm neveHms naumeHTos c remopunmen A .

Anroput™ npoBeaeHns MHAYKLUUM UMMYHHOM TONEPAHTHOCTH

Cxema npotokona auddepeHLMPOBAHHOTO NeveHMs GOoNbHbIX
OCTPbIMM MUENOMAHBIMK Neitkosamu ctapiie 60 net

Cxema npotokona neuenms Ph-neratusrbix OJ1J1 Bapocnbix

B Bospacte 18-54 net «OJ1J1-2009»

Cxema npotokona neyenus Ph-HeraTneHbix ocTpbix
nMMPobnacTHeix neiko3os Bapocabix «Ph+OJ1T-2012m» oo

Cxema npotokona nevenus «OJ1J1-2009 y 6onbHbix cTapLuei
BospacTHow rpynnsl (55 net u ctapwe)»

CxeMa npoTokona Tepanuu 0CTporo NPOMMUENOLUTAPHOTO
neiko3a no MoAMPULMPOBAHHOM NPOrpamme

AIDA (mAIDA) [1] [(15:17): PML/RARq] ..

Cxema npoTokona Tepanmu 6onbHbIX

ocTpbiMu MuenonpaHeimu nerkosamu mMOMIT-17 L, 21
Cxema npotokona neyenus Ph-neratusHbix

OJIT B3pocnbix «OJIT-20T6%  .vcviiiiiiiiicicitce e 22
Puck-apantupoBaHHas nporpamma Tepanmu

6onbHbix OMNJT (ATRA-ATO-CT) c o6g3aTenbHbIM

MONEKYNAPHBIM MOHUTOPMUHIOM ...ooviiiiciciiciceeieic e 23
Mpotokon Tepanuu nokansHoi 6onesnn KacTneMaHa .......vvenincenee. 24
MpoTokon Tepanuu MynsTULeHTpHYeckoit bonesnn KactnemaHa ... 25

Mccneposatensckuit NpoTokon neveHus 6onbHbIX NEPBUYHON
sKCTpaHoAansHon anddysHomn B-kpynHoknetouHon nMMPOMONn ..

[MpoTokon neveHns NALMEHTOB C NEPBUYHON MEAUACTUHANBHOM
B-kpynHoknetouHoi numebomon R-DA-EPOCH + ayto-TICK ... 27

MCCJ‘Ie,ELOBOTeJ'IbCKMlji NPOTOKON Nie4HeHNA 6OoNbHBIX I'IepBM‘-IHOle

MeAMACTUHANBHOM MTMMBOMON TIMIT T6/19 i 28
Mceneposarenbckuit npoTokon nederns 6onbHbIX

Double Hit IMMGOMOM < 65 MET ... 29
JMarHocTHKa 1 neveHne BONOCATOKIETOMHOTO NEMKOBA «..uvuuvereeirieeinrenene 30




CopepxaHue

ANropuT™ BUArHOCTUKM U MOHUTOPMHIA BOMbHBIX XPOHUYECKMM
T-KNETOUYHbIM NEKO3OM M3 BONbLIKMX FPAHYASPHBIX TMMPOLMTOB
(MPOTOKOA RLGL-20T7) oo

Mccnepoeanue no ouexke spdektnsHoctn nporpamm R-EPOCH-21,
R-CHOP-21 u ayto-TICK'y 6onbHbIx ponankynsapHoi nuMeomon
M3 rpynMbl BLICOKOFO pUCKa

Mcenepoearensckuit npotokon. «PJ1-2015» ana repanmu
nepBoM NMHUKU ONNUKYNAPHOM TMMPOMbI y nauneHTos go 60 nert .

Mccneposatensckuii npotokon. Potupyiowas cxema R-EPOCH,/R-BAC
ans 6onbHbix MALT-nmbomon rpynnbl Beicokoro pucka monoxe 70 ner ...

Mccneposatensckuit npotokon nevenus 6onbHbIX IMmMbomoi
13 knetok MaHTum B Bospacte go 70 net «JIKM-2016»

Mcenepoeatenbckuii npoTokon neveHmnst 60nbHbIX NePBUYHON
andodysHoi B-kpynHokneTouHoM NMMPOMOM LIEHTPANBHOM
HEpPBHOM cucTeMbl B BospacTe go 65 net «CNS-2021» ..

Mceneposarenbckuit NpOTOKON feyeHmnst GOobHEIX NEPBUUHOM
andodysHoi B-kpynHokneTouHoM TMMPOMOM LIEHTPANBHOM
HepBHOM cucTemsl B BospacTte go 65 net «CNS-2015» ..

PaHOOMM3NPOBAHHOE, KOHTPONIMPYEMOE, OTKPLITOE, MPOCNEKTUBHOE
MCCNefoBAHME CPABHUTENLHOM 3ddekTrBHOCTH Kypcos CHOEP

n npotokona NHL BFM-90 B nedennn anannactuyeckoi
kpynHokneTouHon AJIK-No3UTUBHOM TUMPOMBI Y BIPOCTBIX ...oecvvviieiacae.

Mpotokon anddepeHuUpoBAHHOTO neyeHns 6onbHbIX
QHTMOMMMYHOBNACTHOM T-KNeTOYHOM TMMPOMON B BO3paCTe

Monoxe 55 net no mopnduumnposarnHomy npotokony OJIJ1,

2009 ¢ pasnuyHbLIMKM BAPUAHTAMM MOAAEPXKMBAIOLLEN TEPAMMM
(MPOTOKOA RAITL 2017 oo

35

36

Mpotokon RAITL 2017 (OKOHUGHME) ..coveiveiieiiiieiieee s 4]
MccnepnoBartenbckuii npoTOKON IEYEHNS AHAMIACTUHECKOM
KpynHoknetouHom numeomsl, ALK-HeratnsHom y 6onbHbix go 55 ner ....... 42

Knuuuueckme pekomeHaaumMm no AUArHOCTUKE U NEYEHUIO
XpOHHYECKOro MUETTOTTEMKOBA ..evtieniieiiteiieeaite et eeieesiee et esieesateenieesitesieennee e

Anroputm Tepanuu aHemmyeckoro cuHgpoma y 6onbHeix NMM®P .

Anroputm nedenns 6obHBIX NEPBUYHBIM MENODUBPO3OM

Anroputm neueHuns 6onbHEIM NepBuuHbIM MUenodbnbposom (NMMD)
C MOCCMBHOM CnfieHOMeranmemn

[MpoTokon Tepanuu naumeHTOB MONOAOTO M CPEAHENO BO3PACTA
C UCTUHHOM NONUUMUTEMUEN U SCCEHLMATIBHOM TpoM6ou,MTeMl4eF1 ..

Heobxoaumele kputepuu u ycnosus ans HaBMOAEHUA NALUEHTOB
c XMJ1 B monekynsipHoi pemuccun 6e3 tepanmn MTK
B YCNOBUAX KIMHUYECKOM MPAKTUKM w.oeveiiieciicicicicinicesicicesici s 48

Anroputm obecneyeHus COCYAUCTOro AOCTYNA MPU OCTPbIX NEHKO3AX ..... 49
Anroputm obecneyerns COCYAUCTOrO AOCTYNA NPU IMMPOMAX .....eevnvnv. 50

Anroputm obecneyeHmns COCyaUCTOro fOCTyna
NpM TPAHCANAHTALMM FeMONo3THYecKkux cTBonoebix knetok (TTCK) ........... 51

Anroputm obecnedeHnuns COCyAMCTOro fOcTyna
NP1 BPOXAEHHBIX U MPUOBPETEHHBIX KOAryNnonaTUaX ..

OBCNYXMBAHNE BEHOSHBIX YCTPOMCTB wooveeeierenriaririnianierisieiesesseeiesissicines

Anroputm obcneposanms 6ONbHBIX C OCTPOI AbIXATENBHOM
HEOOCTATOUHOCTBED ...ovveveeeeeeeeeeeeeeeeeeeeee et eaes s s et e e st s e neeseenneas




AnropwrM nccnepoBaHunsa CNMUHHOMO3roBOM XKNAKOCTU

O06bem

Marepuan

Kyaa nanpanats

Yro cmotpers

Moacyer nefikounTos Ha cyeTynke

2mn X Jkcnpecc-naboparopus
[ —— pccauboprp e o
Okpacka no fpamy
Okpacka no Lunio—Hunbceny
Noces
2 mn CMX baktepuonornyeckas nabopatopus
[anaKTOMaHHaH
[7110KYPOHOKCUNOMAHHTH
MILIP Ha Tokconna3mMo3 — TonbKo Npy Mogo3peHmn Ha Tokconna3mo3 (annorennas Tpancnnantauus CTK, namenenns o MPT)
MUP Ha wuTomeranosupyc
MUP wa supyc Inwreito—ba
2 mn CMX Bupyconoruseckas naboparopus I Py "
NP Ha repnecsupyc yenoseka 6 Tuna
MUP #a supyc npoctoro repneca 1 u 2 Tunos
KonuexTpaung benka
H}m# 2 mn X Knnwmko-anarvocnyeckas nabopatopus | Luto3 & kamepe ®ykca—Poentans

Dopmyna (comepxatue HeiiTpodunoB, MUMAOLKTOB, BbIBAEHHE B1ACTHBIX KAETOK)

[nioko3a
2 mn AprepuansHas kposb | Ikenpecc-naboparopus Nakrar

E) 5mn Kposb bakrepuonorueckas naboparopus [anakToMaHHaH

cyxasi

E} 5 un Kpos Bipyconarivieckas naBoparaphs Anurena (IgM w 1g6) k uutomeranosupycy, supycy Inwreiina—bapp, Bupycy repneca yenoseka 6 Tvna,
BUpYCy NpocToro repneca 1 u 2 Tunos

cyxast
MUP Ha wuTomeranosupyc

(E} 5mn Kposb Bupyconoruyeckas naboparopus LN e it

¢3TA

NP Ha Bupyc repneca yenosea 6 Tuna
MUP Ha Bupyc npoctoro repneca 1 u 2 Tunos




AnropvrrM nccnepgoeaHmna nNaespanabHOro BbinoTa

O6bem Marepuan Kyaa Hanpaenarts Yro cmoTpeThb

MopcyeT neMKoLMUTOB Ha cYeTHMKE
pH

O6wui benok

Xonectepu

O:GMF 5 mn Boinot Skcnpecc-nabopaTtopus Amunasa

nar

Tpurnnuepumabl

Jlaktar

lniokosa

Okpacka no lpamy

Baktepuonorudeckas
Hm: 5 mn Buinot P Oxpacka no Uunio—Hunbceny
nabopatopust

[Moces

KoHueHtpauus 6enka

Hm: 5 mn Buinor Knunuko-guarnoctuyeckas | Mpoba Pusanbtbl
nabopatopus Popmyna (copepxanne HeltTpodunos, NMMbOLMUTOB, BhISBNEHME

6NACTHBIX KNeTok)

. M. Tancrss, B. A. Hosukos. llpotokon Bbinonens nnespansHoii nyHKumn // ANropuTmbl AMGrHOCTUKM 1 NPOTOKOALI Nederua 3a6onesannii cucremsl kposu / nop pea. B. I. Cagyenko. M.: Mlpaktuka, 2018. — T.1. — (. 59—67.




MoHutopuHr Bupyconoruyeckoro ctaryca 6onbHbix 3a60nesaHUIMU CUCTEMBI
KpoBu Ha mapkepsbl Bupycos renatura B u C (BB n BIC)

Mccnepoeatue Ha:
PernameHTUpOBaAHHbIE

MapKepbl
Antn-BNY, p24 [ns peunnmerTos
HBsAg KPOBM 1 €€ KOMMO- m;;uropuur
aHtn-BrC HEHTOB, OPraHOB qHTsm-gFC

Mpw rocnutanusaumm PHK BI'C M TKAHeW, ecnu PHK BIC
Ceponoruyeckmne peakLmm Ha npebbiBaHme B [IHK BB
cudunmc CTALMOHAPE CBbILE 0
HononHutensHele Mapkepbl 1 Mecaua, To... EXXEMECA4HO!
JHK BIB
anTtn-HBc
anTtm-HBs

| ‘ |
HBsAg (+) aHtn-HBc (+) OHT‘;};EZ;TZ:Z:;,H Bs

JdononHurenbHoe
uccnepoBaHme

MoHutopunr
aHt-HBc 1 antn-HBs
1 pas B 3-6 mecsues

JdononHurenbHoe
uccnepoBaHme

Ha aHTM-HBc-IgM

Ha HBeAg

TA. Tynonesa, T.LL. Tapmaesa, C.M. Kynukos. l1poToKon MOHUTOPMHTG BUPYCONIOTMYECKOTO CTATYCA GobHbIX 3060718BAHMAMMA CHCTEMBI KDOBH C LEMbIO PEQNIM3QLMY CTPATETMU NIOBLILIGHUS BUPYCHOI Ge3onacHocTn Tpancdy3uit //
AnITopUTMbI AMGTHOCTHKM 1 NPOTOKOAbI Nedetua 306onesarmii cucremsl kposw / noa pea. B. I. Casyerko. M.: Mlpaktuka, 2018. — T. 1. — C. 143—158.




MporpammHoe neueHune 60nbHBIX annAcTMYECKON aHeMuen: anroputm (A)
N KOMBMHNPOBAHHAA MMYHOCynpeccuBHas Tepanus (B)

A MaumenT c uomonatnyeckon AA

Peunane AA
TrcK Bospact < 40 nert
OT POACTBEHHOIO AOHOPA
KombunuposarHas NCT
(1 kypc nATT + LiuknocnopuH
+/- dntpombonar)
HLA-maeHTHuHbIA

OnutenbHoe HabniogeHme N

KombuHuposanras UCT pemmccms k 3—6 mecauam
(2 kypc nATT + LinknocnopuH)

+ Intpombonar

HLA-uaentHHbiA q—m— [PEAIEEAE] SRS _m_» InutensHoe HabnogeHue
AOHOP 3-6 Mecsaua

SKCMNepPUMEHTANbHbBIE MPOTOKObI
(ansTepraTMBHAOSA MMMYyHOCYNpeccus, aaHason)

Anno-TICK oT HepoACTBEHHOrO YACTUYHO COBMECTUMOTO
MIM ranaoMAEHTMHYHOTO POLCTBEHHOTO JOHOPA

anno-TTCK ot HepoacTeeHHOrO fOHOPa Jlanapockonuyeckas cnneHsKTOMMs




MporpammHoe neueHune 6onbHBLIX annacTMYeckon aHemuen: anroputm (A)
N KOMBMHNPOBAHHAA MMYHOCynpeccuBHas Tepanus (B)

5 Sntpombonar

nATT Ne 2 LicA

3-6 mecay, 2 ropa

Het otBeTa

nATl NQ 1 LI,CA

’ FP=—————— = 1
2 Hepens 3 mecay | OueHka 1 6 mecay
I3¢pdekTrBHOCTH | B ey
_ edena LicA
2 ropa
Kypc nmmyHocynpeccusroi tepanmu (MCT) NOWAANHLIM AHTUTUMOLUTAPHLIM FOGYNMHOM (ATT) 8 nose 20 mr/kr/cyT
1-5 puvt unun 40 mr/kr/cyt 1-4 puun noeTopHbiit kypc ATTN22 npoBoAMTCS NPy OTCYTCTBMM FEMATONOTMYECKOrO OTBETd M1

COXpPaHeHUH TpOHCCI)y3MOHHOl;1 3ABUCUMOCTH

LIcA Tepanus unknocnopuHom B aose 5-10 mr/kr/cyt
HayansHas [O3a LMKIOCNOPMHA NpK OTCYTCTBMM NABOPATOPHBIX NPU3HAKOB HedpoTokeuuHocTn — 10 mr/kr/cyT. B pans-
HEeMLIEeM KOPPEKLMs CYTOUHOM [O3bl MPOBOAMTCS MOL KOHTPONEM BYHKLMOHAMBHBIX MOKA3ATENEN NOYeUHOM BYHKLMMU 1
TepaneesTMUeCckoi koHueHTpauum & kposu (200-400 ur/mn)

Tepanus antpombonarom B gose 150 mr/cytkm 6-12 mecaues

1 OueHka 1
13¢pPpekTnBHOCTH !
nevyeHus

KOHTpPOJIbHOE O6CJ'Ie£I,OBOHVIe ,IJ.y6J'IMPYET BECb AMATHOCTMYECKUM ANropmuT™M HO MOMEHT ANATHOCTUKHU 3abonesaHus

Muxaitnosa E.A., Ougaposa 3.T., Tpouukas B.B., Knacosa [.A., Kynarun A.J1., Boporosa E.B., [isuptbik B.H., Tanbuesa I.B., Kospuruna A.M., 06yxosa TH., fanowosa T.B., Maposudnukosa EH., Casyenko B.I. Knunuveckue pekomenna-
UMY 110 IMGTHOCTHKE 1 Niedennio annactudeckoi aremmn (peaakuns 2019 r.). Tematonorua u Tparcdyamonorus. 2020;65(2):208—226. https://doi.org/10.35754/0234-5730-2020-65-2-208-226




MNpoTokon neueHus nepsMyYHON UMMYHHOU TpOoMboLUTONEHUM

Tepanus 1 nAMHUM (FMIOKOKOPTUKOCTEPOUAI, BHYTPMBEHHbIA MMMYHOTTOBYWH)

F Ectb otBeT HO TepGl'lVllO?

MegneHHas pepykums [o3bl
IMIOKOKOPTUKOCTEPOMAOB NOJ, KOHTPONEM l

Bui6op Tepanum 2 nuHum
KonnuyecTtesa TpOM6OLl.|/1TOB

Ectb NPOTUBOMOKA3AHUA

Hasnauyenune aroHncros peuentopos
K CMAEH3KTOMMM

MpoBepeHue CNNeHsKTOMMM
TpomMbonosTHHa

EcTb oTBeT Ha cnneHskToMMIOS

HEeT I

IOuHamuueckoe HabnogeHne

Bbi6op Tepanuu 3 nuHun:

Ectb otBET HO TEpPaNMIO? HasHauenne Purykcumaba

Ectb otBeT Ha Tepanuio?
Asatronpux
Lnknodochammp
LUnknocnopun A
BuHkpucTuH

Bunbnactun
Mukoderonara modetun

Mpoponxuts Tepanuio
Nof, KOHTPONEM KONIMYECTBA TpOoMboumnTOB

IOuHammueckoe HabnogeHue

AL Mennksn, EM. Nycrosas. Mpotokonsi nevens nepsusHoil ummyHHOA TpomBouMToneHnn // ANropuTMBI AMGrHOCTAKM W NpOTOKONbI Nevenus 3a60nesaruii cuctemsl kposn / noa pea. B.I. Casuenko. M.: Mpakruka, 2018.-T.1. —
(. 243-264

Provan D., Arold D., Bussel J.B., Chong B.H., Cooper N., Gernsheimer T., Ghanima W., et.al. Updated international consensus report on the investigation and management of primary immune thrombocytopenia. Blood advances.
2019;3(22):3780—3808. doi: 10.1182/bloodadvances-2019000812




Knaccndpukauma noppupumn

[leyeHouHblE

Ocrtpas
> nepemexatoLascs nopdupus
Mopdupus, obycnosneHHas
nedbuumtom gernapassl AJTK
Bapuerathas
> nopdupus
. HacnepcteeHHas
konponopdupus
[MosgHss
—p KOXHas
nopupus

Mop$upun

Octpbie

nopdupun

SpuTponosTuieckue

SpHUTponosTHyeckas
npoTtonopdupus —

BpoxaerHas
AN33PUTPOMOSTUYECKAS e
nopupms

AJIK — amnHoneByneHoBast KMCNOTA




Anroputm gencTeumn Bpaya npu Nogo3pEeHUN HA ocTpylo noppupuio

Octpsie 6001 B X1BOTE 63 NEPUTOHEANBHBIX 3HAKOB

- OcTpbiit BsnbIf TeTpanapes u/unu ocTpas sHuedpanonatus
1 OBBEKTMBHO YCTAHOBIIEHHOM MPUYMHBI

e Jliobble 3 NPM3HAKA M3 HAXENEPEUMCIEHHBIX:

®  MHTeHcHBHbIe 60K B XMBOTE /MK NOSCHULE

®  aBTOHOMHQS ANCOYHKLMS (TAXMKAPAKA M/WUAK apTepUanbHAas runepTeHsus,
3anop u/mnu sapepxka moym)

®  TMMNOHATPUEMMS

*  ncuxmMyeckue paccTpoiCTBa M/Mnu anMnenTUyeckue NpUNaakmu

®  KEHCKMI Nos, penpoayKTUBHbIM BO3pACT

¥

e KauecTBeHHbI aHANNU3 HA NOPPOBUNAMHOTEH MOUM B TEHEHME NMEPBBIX CYTOK
e OTKa3 OT HA3HAYEeHU NOPGUPMHOTEHHBIX TPENAPATOB
* [loanepxusatowas Tepanms

MonoxuTenbHelit pesynstar

- OtpuuatenbHblii pesynbtar
KonnuectseHHbilt aHanms
KQ4YeCTBEHHOro AHANM3A HA

KQYeCTBEHHOro aHANM3a
Ha AJTIK v MBI mouun

nop¢pobunmHoreH Ha nop¢pobunuHoreH

> 5 pas Bellle HOPMBI <5 pas Beilie HOPMEI

MckntoyeHne MHbIX MPUYUH

Octpas nopupms cnepoBoit NopGUpHHYpHK

Mpoponxuts obcnenosatme

BBEEeHMNE reMUHa .

BO BPEMSA PEMUCCUUN — HG6J‘IIOJJ.6HM€ Y remartono
BBELEeHMe OeKCTPO3bl .

[HK-g1arnoctika npobaHaa M poacTBEHHWKOB
NoAAEPXMBAIOLAS M BOCCTAHOBUTENbHAS TEPANMS * npodunakTika o6ocTpeHuit

AJIK — amuHonesyneHosas kucnota, MBI — nopdbobunmHoren




AHFOPMTM OCTAHOBKMU KPOBOTEYEHMUSA Y NALUEHTA

C MHrIMBUTOpHOI remopunuein A, NONYHAIOLLErO TEPANMUIO SMULU3YMABOM

KoHcynbraums rematonora

KposoTteueHine Tpebyet neyeHus?

\J

dnrakor anbda
90-120 mkr/kr

+/- TPAHEKCaMoBdAA KMCNOTA

OueHuTb oTBET Yepes 2 yaca

v

KnmHuueckoe HCJ6J'IIOJJ,eHMe

KpoeoTeuenue kynnposaro?

Knuumueckoe HG6J'IlOJJ.eHl4€

OueHuntb oTeeT Yepes 2—3 BBeAEHMUS

dnrakor ansda
90-120 mkr/kr kaxasie 2—4 yaca

I dnrakor anbda

KposoTeyenne npekpatunocs

IunHaMuKa nonoxuTensbHas

MpekpaTnTb TEpanuio ’
dnrakor anbda
90-120 mkr/kr kaxasle 2—6 Yacos
[0 OCTAHOBKM KPOBOTEYEHMS

|

OuHaMuKK HeT

\

HasnaueHnue
BTOPOM JIMHUM TEPANUMS
AMKK <50 E[l /kr pazosas gosa
u He 6onee 100 E[l /kr cyTounas
£03d

{1

OuHaMUKK HeT

Kposoteuenue npekpatunocs
| OueHunTb oTBeT Yepes 24 yaca <

AMKK — aHTUUMHIUBUTOPHBINA KOQrySiHTHBINA KOMMIEKC




Anroputm oCcTaHOBKM KPOBOTEYEHMUS Y NALMEHTA ¢ remopunuen A
6e3 nHrMbuTopa, nonyuaiowero Tepanumio smuumMsymabom

KOHCYJ'I bTAUMA reMmaTtonora

KposoTteueHue Tpebyet nevyeHms? - l

1-3 BBeaenus npenapara FVIII OueHka adpdekTMBHOCTH Knunuueckoe Habniogenue +/-
B CTAHAOPTHOM Ao3e yepes 24 yaca TPOHEKCAMOBAsi KUCNOTA
+/- TpaHekcamoBas kMcnoTa

KpoeoTeyenune kynnposaro?

YacTtmnuHo

Yeennuuntb 4acToTy BBeJJ,eHMSI/

lNpekpaTtnTs Tepanuio l no3y FVIII

Mpogonxuts eeeperue FVIII
B NPEXHEM PexXnme
[0 KYTNUPOBAHMS KPOBOTEHEHMS




Anroputm neyeHus nauueHToB c remopunmen A

Axtuneroctb FVIII menee 1 % HeT

y

MpodunakTnueckmin pexmm
30MECTUTENBHOM TEPANMM
koHueHTpatamu FVIII

:

Bonee 4 snu3opos kposoTeyeHuit B ron?

20114
H03£G‘*9Hl46 smuumnsymaba ﬂ-ﬂi Mpodunaktnyeckunin pexmm 3aMecTUTeNbHAs Tepanus
NPOPUIAKTUKHM KPOBOTe“eF\"/‘;"” 30MECTUTENbHOM Tepanmm koHueHTpaTtamu FVIII
Tepanus KOHLEHTPATAMM koHueHTpatamu FVIII no GaKTy KPOBOTEYEHMS

no GakTy KpoOBOTEYEHMs

OugeHka 3¢ PeKTUBHOCTH

1 passerog /
nocne MHTEHCUBHOM MameHeHa
Tepanuu FVIII

eememag  //CCNE[OBAHME TUTPA MHIMBKUTOPA
He namenena

06Hapyxen He oBHapyxen ‘

MNpoponkeHue TekyLuen TEpANuM,

CM. GNFOPUTM NPOBEAEHMUS MHAYKLMUM KOPPEKLMA O3 1 PEXMMA BBEAEHUS
MMMYHHOM TONEPAHTHOCTH no NoTpebHOCTH, AMHOMMUYECKOE

HabnopeHue




Anroputm nposeaeHNs MHAYKLUUN UMMYHHOM TOJIEPAHTHOCTH

Nnn AT + smuumnsymab +/-
. NPenapaThl WYHTUPYIOLWETO AeHCTBMS
npu KPOBOTEYEHUM

AT + npenaparel
WYHTUPYIOLWETO AEMCTBUS

ﬂ EcTb oTBeT Ha Tepanuio
‘ yepes 6-12 mecaues?

HasHauenune ammumnsymaba ans
NPOPUNAKTUKM KPOBOTEUEHNH +
NPenapaThl LWYHTUPYIOLLErO AENCTBMS
no $aKTy KPOBOTEYEHMS

Mpoponxuts Tepanuio

Hocturiyta uMMyHHaS

TONEPAHTHOCTB? HeT
HasHauenune smuumnsymaba ans npodunakTmku HasHauenune ammuumnsymaba ans npodunakTuku
KpOBOTEYEHWH + Tepanus koHueHTpatamu FVIII KPOBOTEUEHUI + MPenapaThl WYHTUPYIOLLErO
no GaKTy KPOBOTEYEHMS AeNCTBUS MO PAKTY KPOBOTEHYEHMS!
NI NI

MpenapaTsbl WyHTUPYOLLEro 4enNCTBUS
B NpodunaKkTMYecKomM pexmnme,/
no GaKTy KPOBOTEYEHMS

[NpodunakTMyeckmnin pexmm 3aMecTUTENbHOM
Tepanuu KoHueHTpatamu FVIII




Cxema npoTtokona andpdepeHUNPOBAHHOrO Te4eHuss 60abHbIX

OCTPbIMM MUENOUAHBIMU Nekosamu ctapue 60 ner

[pynnei 6naronpusTHOTo M NPOMEXYTOMHOTO LUTOFEHETUYECKOF0» NPOTHO3M:
Huskoro = 1(8;21); invl6; 1(16;16)
MpomexyTo4HOTo = HOPMAMbHbI KOPHOTAN M OCTANbHBIE

Ip. 6aronp. ’ WUnpykuns Munykuuu / Konconupauus I'Iouuep)mnmom,un Tepanus

nporKo3a — ’ :
<70 ner ® T+3 ¢ nocrosoi urysueit Ara-C 7+3 (Dauno 45 mr/m?) 7+3 (Dauno 45 mr/m?)
+ Dauno 60 mr/m?
! <= | 0= <= .» Potupylowias Tepanug 5+2 /

o 5+5 ¢ 6-MN (2 roga)
66—69 ner Y 7+3 ¢ nocrosHoit udy3ued Ara-( Py 7+3 (Dauno 45 mr/u?) PR 73 (Dauno 45 wi/wd)
EC0G < 2 ) + Dauno 45 mr/m?

66—69 ner NP we pocturyra = MAL / Azo-lda-Ara-C / 5-a3a(MJLL)+BEH
£EC0G > 2 ML 28 gweit uan 5-030 / JEL + MAL wan 5-03a / JIELL + BEH
BEH wnw MALL 10 . + BEH ML wn 5-030 / IEU ML waw 5-a3a / BEL ° an ML 10 g, + BEH
70=79 ner + BEH unn MALL 10 an. + BEH wnn ML 10 . 3 rona ot AocTuxenns 1P)
+ BEH + BEH —
. ® MJLL 21 genb unm nannuatusHas MAL 21 nexb
80 ner Tepanus MAL 21 genb Y MAL 21 nexb Y (3 roaa ot poctuxenus MP)

Tpynna He6naronpuATHOro «LLUTOrEHETHYECKOr0» NPOrHO3A:
19-/-T; 50-/-5; inv3/4(3;3); 11q23; 1(6;9); complex >3 axomanuii, moHoCOMHbIA KapuoTHn

’ WUnpykuns N 2 Konconupaumnsa N° 2 ° Moppepxueatowas Tepanus
® Aza — Ida - Ara-C <=lu=p @ Aza — Ida - Ara-C <=lnsp @ Aza — Ara-C (2 ropa)
m i
5-030 / JIEL| + BEH —— 5-030 / JIEL| + BEH —— 5-030 / JIEL| + BEH (2 ropa)

IyHKUMM KOCTHOTO MO3TO BHINOMHSIOT MEPEA KAXIbIM KYPCOM HAYKLMH, KOHCONMATLMH, 3aTem 1 pa3 B 2 Mecsua NOAAEPXMBAIOLLAS Tepanus
TNiomBanbHble nyHKLMM BHINOAHSIOT B0nbHBIM C MoHOUUTAPHOI Anddepenunposkoi OMJI u ncxomHbim sucnom nefikountos > 30*10°/n
Anno-TICK 8 Bo3pacte o 65 net

00 =




Cxema npotokona neueHus Ph-neratnerbix OJ1J1 espocnbix
B Bospacte 18-54 ner «OJ1J1-2009»

Nupykums | Wupykuus 11 '7“(?5 Konconupauus | Kouconupauus Il Konconuaauus I
a
Lnknodochamua

Lnknodochamua
1000 mr/m? Nlokco 30 mi/m 1000 /i’
Nlaynopy6uuns 45 mr/w’ A Ara-C 75mi/m? Buikp 2 wr - Aro-C 75mr/m? 5
* Butikpucri 2 10000 ME/w Acn 10000 ME/w? [ A 10000 ME/u? | [ Ac 10000 ME/M2 |
+ * * 29 36 50 57 64 92 99 113 120 127
vV v VvV 9.9V v v vV V.Y
Mpent/ Mpeann3onon/60 mr/m? 6-M11/ JlekcameTa3on 6-M11/ 6-M11/
60 mr/m?u Jlekcamerazon/10 mr/m? * * * 5 mr/m? 10 mr/m? * * 50 mr/m? 5 mr/m?

0 o m 21 2% 351 f f f f @ f f f @ f f —rt f @ f f
1a 8n 158 221 29 36n 43 50 5n 64n 700 T7ln 78n 851 M 921 99 1058 106z 113 1200 127p, 1330
TH 2H 3H 4y 5H bH TH 8H 9H 10 1 M 124 134 14 1 15 1 16 1 17w 184 194

=
Pesucr. Iporpammbl neveHns PesHCTEHTHBIX GopM

Ayro-TrCK ang T-00101

Mopnepxxueaiowas repanus B TeueHue 2 net 6e3 nepepbisa

Konconupauus IV Konconupaunsa V 3 kypca N2 1-3 21 kype N® 4-24
MTX 1,51/ m Ara-C 2 wr/w? x2 l NayHopyGuuun 45 mr/m’ + Buukpuctin 2 mr ‘ l Bunkpuctu 2 mr ‘ 2'|g->l71v.|:l.eHb cnepyloliero Kypca
; An \ WTX30 1/ W \ [ WX 30 / w2 \ B s

|l
10000 ME/n? 10000 ME/w? Lo 10000 Ex/’ Acn — acnaparurasa, ayto-TTCK — tpakc-
o - . 10 NAGHTAUMS (]yTOJ'IOI'H‘-IHbIX reMomno3TUYECKMX
CTBONOBbLIX KNETOK, [TpeaH — npefHM30moH,
v v v 4 — fneHb nedenus, [lekca — AeKcameTasoH,
JlexcameTa3on JlekcameTa3on g= 6-Mn/ 6-Mn/ Tokco — pokcopy6uumH, J1 — neitkountsl,
10 mr/m? 10 mr/m? S 50 mr/m? 50 mr/m? MOB — MuHMManbHas ocTato4Has 6onesHs,
' ' ' ' ' ' ' ' ' ' ' ' ' ' H — Hegens nedenns, MMK — nyHkums koct-
]3411 ]35}1 ]36}1 ]4&1 ]49]1 ]5011 ]HQJ 8]1% ]Sﬂ%ﬂ ZZHBJI 28£l ]Il 2 8ﬂ 9 ]SHVJJI 222 2 28;[ HOro Mo3ra, [P — nonHas pemuceus, 6-MIT —
mepkantonyput, Ara-C — uutapabun,
204 Al 22w 230 242832w 2529330 26,30,34 1 27,31,35H 36w 37w 3B 39w MTX — meToTpekcar.

EH. Maposusmkosa, B.B. Tpouukas, AH. Coxonos, 0.A. [aspunnta, B.I. Casyeno. Mpotokon nederus Ph-veratuerbix octpbix numdo6aactibix neitko3os s3pocnbix «0JN1-2009%, moguduunposannsiii 8 2017 . // Anropur-
Mbl AGTHOCTUKMI NPOTOKOMLI Neserua 3a6onesanmii cucremsl kposw / noa pea. B.I. Cosdenko M.: Mpaktuka, 2018 — T. 1. — C. 571618




Cxema npotokona nevyenns Ph-HeratneHbix ocTpbix N"MM¢po6aaCTHBIX NENKO3OB
B3pocnbix «Ph+OJ1J1-2012m»

Wuaykuns | Wuaykuns 11 Konconupaums |
708
Bukikpucrin 2 mr Merorpekcar, 30 Mr/ M

Mepkantonypus, 25 M/ M2, 71-105- ghu

Nnapybuuus, 6 mr/ m?

MMP

lekcamerason 10 m/m?,

-T2

WUmarnnn6, 600 mr/cyt Imatunn6, 600 mr/cyt Imarunn6, 600 mr/cyt

DO O D D O m@ @m @ T 105

MOB
Konconupaums Il Konconupauus Il _»m_> Ao TrCK
Bunkpuctus 2 mr Uurapabus, 50 mr/m? (\N\\) = Hazarunn6,

140 mr/cyT 8 Tevenve 2 ner
e [ 07K

Jlekcamerason 10 mr/m?, 563
106—120-7 gHn Mepkantonyput, 25 mr/ m?, 134=161- grn % Mon was T
Umatuiu6 uan gasatusmué UaTuHu6 wan gasaTuHub

Bunkpuctun 2mr
© @ ®
161 133 161 1612

Ne 3

o — AeHb kypca nederuns, MOB — mrHMManbHas octatoyHas Jexcamerazon 10 mi/m?, MepKungqu:I]l' 25 mr/ m, Mepepbie 16—43-i ghn
' 106—120-# gHu —161-it pHn -

6onesHb, [MMK — nyHkums koctHoro mosra, MMP — nonHas

MONEKYNSAPHAS PEMUCCHS. Hmaruting, 600 mr/cyr

0.A. Tospunua EH. Maposusrukosa, B.B. Tpouukas, A.H. Coxonos, B.I. Casdetko. Mpotokon neyenus Ph-nosutusHbix ocTpbix Mumdo6nactrbix neiiko3os B3pocabix «Ph+ALL-2012m» // Anroputml QMarHoCTuKu u nevenns
306onesanuii cucreml kposu / nog pen. B.I. Casyenxo. M.: Mpaktuka, 2018 — T. 1. — (. 619—664




Cxema nportokona neueHus «OJ1J1-2009 y 6onabHbIX CTApLUE BO3PACTHOM
rpynnei (55 net n crapue)»

Nupykums | Wupykuus 11 '7“005 Konconupauus | Kouconupauus Il Konconuaauus I
a
Lnknodochamua

Lnknodochamua
1 s 45 ur/? A 1000 mr/m? Tlokco 30 mr/m 1000 /i’
H numnH 45 mr/m* an M

UK EEzKptIL(TMH 2 mr 6000 ME/m? Ara-C 50 r/w’ Bk 2 ur - Aro-C 50 mr/m? 5

i . Acn 6000 ME/w? l l [ A 6000 ME/u? | [ A 6000 ME/ |
v o v W 5 o | < 9 9 3 0 l 177

llpeauuzonon/60 mr/m? V VeV Jlexcamerason v v \ VyWV

ﬂpeﬂn/z Jlekcamerazon/6 mr/m? 6-M1/ 6 mr/m? 6-M1/ 6-M1/

0 15173 W 2224 3 W33 1 25 Wi/t 7173 176805 R 8587 2 50 wr/° 25 Wi/

0 o m 21 2% 351 f f f f @ f f —t f @ f f @ f f
1a 8n 158 22 29 36n 43 50n 5n 64n 700 T7ln 78n 851 M 921 99 1058 106z 113 1200 127p, 1330
TH 2H 3H 4y 5H bH TH 8H 9H 10 1 M 124 134 14 1 15 1 16 1 17w 184 194

=
Pesucr. Iporpammbl neveHns PesHCTEHTHBIX GopM

Moanep>xueatowas Tepanus -
1-1 peHb cnepyowero kypca
B TeueHme 2 ner 6e3 nepepbisa °
29- neHb cnepytoLwero Kypca

0 0
8 kypcos N* 1-8 16 kypeos N* 9-24 Acn — acnaparnuasa, ayto-TTCK — TpaHCnIaHTaLmMs Ay TONOrMYHBIX FEMOMNOSTUHEKMX CTBO-
NOBbIX KNETOK, |]|_Feﬂ.H — NPeAHU30NOH, A — AeHb nevenus, [lekca — gekcametasoH, Jokco —
/

Ayro-TTCK ans T-00101
(no pewenuio uextpa)

l TlayropyGuuun 45 mr/m? + Burkpucrus 2 mr ‘ Burkpuctun 2 mr ‘

aokcopy6buumH,JT — nerkountsl, MOB — MUHKMManbHAS OCcTaTOYHAs BONe3Hb, H — Heaens
MTX 30/ m MTX 30 1/ w neuenus, MK — nyHkuus koctHoro mosra, MNP — nonnas pemuccus, 6-MIT — mepkantony-
: . ‘ puH, Ara-C — untapabun, MTX — meToTtpekcar.
Acn 6000 ME/m? Acn 6000 ME/m?

‘ Moaudukauns 03bi MEPKANTONYPUHA B 3UBUCHMOCTH OT YPOBHS JIBIKOLMTOB 1 TPOMOOLMTOB ‘

3 10 3 10
v v Yucno neiikountos Yucno 1 0M60 UTOB nosu MepKanTonypuHa
2 6-Mn/ g= 6-M1/ [ P I p yp
= 50 mr/m? = 50 mr/m’ >2%10%n > 100 x 10/n 100 % o3 \
B 5h % o m w2 g% 5@ ;™ gy 1% 10/2-2 % 1071 50 x 10/3-100 x 10/ 50 % go |
KM KM 1/3 <1x10%n <50 % 10%/n 0%

EH. Maposnmkosa, B.B. Tpouukas, AH. Coxonos, 0.A. [aspunura, B.I. Casyeno. Mpotokon nedeus Ph-veratusHbix ocTpbix numdo6aactrbix neitko3os s3pocnsix «0JIN1-2009» y GonbHbix crapweit Bo3pacTHoii rpynnbi
(55 ner u cTapuwe) // AnropuTmbl AMGTHOCTMKM W NPOTOKOAbI Neverns 3a6onesanvit cncreml kposw / nog pea. B.I. Cassenko. M.: Mpaktuka, 2018 — N/1/ — C. 665-702




Cxema npoToKona Tepanumn ocTPoro NPOMUENOLMTAPHOrO NENKO3A
no moaudunumpoearHon nporpamme AIDA (mAIDA) [1] [t(15:17): PML/RARa]

Tpynnbi pucka: C Konconnaaums pemuccnn )
wuskoro — J1 < 10x10%/n, Tp > 40x10°/n

npomexyrosroro — J1 < 10x10%/n, Tp < 40x10°/n

gbicokoro — J1 = 10x10%/n

:

\/ \ \/ \/

( WMHayxums pemuccan ) Wna, 5 mr/m* /eyt x 4 Muro, 10 mr/m/cyt = 5 Wna, 12 mr/m? /eyt x 1

ATRA 45 mi/m/cyt = 15 ATRA 45 wmi/m?/cyt = 15 ATRA 45 mi/m/cyt = 15

[pynna Hu3koro u npome-

Wag, 12 wi/w/cyt XYTOYHOTO PHCKa ’ ’ 743 ’ '

2,4, 6,8 nmm 2 x
ATRA 45 mr/m/cyt Nna, 5 MI’/MZ/Z(yT x4 mg ]ZgOML\/r%Z//CZJT x37 Wna, 12 Mr/MZZ/cyT x |
1-30 pun ATRA 45 mr/m?/cyt x 15 R ATRA 45 mi/m/cyt = 15

[pynna Bbicokoro pucka ATRA 45 /w2 /oyt x 15

MonaepxusaioLLas Tepanus

(C

@ liom6ansHble nyHKLMY BLINOAHSIOT TNIbKO BOABHbIM U3 TYMMbl BLICOKOFO PHCKT, ONTUMAAbHbI BIPUOHT — NOCNE BOCCTOHOBAGHNS NoKa3aTeneit koarynorpammel i nepudepudeckoii kpos (N25)

’ TIyHKUMIO KOCTHOTO MO3rG NIOCSIE MHYKUMOHHOTO KypCa BbinosHgior Ha 35—40 feHb nepepbisa, AGnee — Nepes KOXAbIM KyPCOM KOHCONMATLMM, MOHUTOPUHT XumepHoro Tparckpunta PML/RARa
MPOBOAST N0 KOCTHOMY MO3ry NOCAE KAXA0TO KYPCa WHAYKLMYM U KoHconuzauuy, 3atem 1 pa3 8 3 mec

Moppepxusatowas Tepanus: mepkantonypus, 50 mr/m? + merorpecar, 15 mr/m’ 1 pa3 & vea /8 + ATRA, 45 mr/m?/cyt x 15 aeit — 1 pa3 8 3 mec 8 TedeHne 2 n1eT 0T AHS 0KOHYQ-
HUS KOHCOMUAALMN

N = neitkoumtst; Tp — Tpombouutei; Maa — ugapybuins; Muto — mutokcantpor; ATRA — nonHoctbio Tparcpeturoesas kucnota; Ara-C — wurapabus

[1] Sanz M.A., Montesinos P., Rayyn C. et al. Risk-adapted treatment of acute promyelocytic leukemia based on all-trans retinoic acid and anthracycline with addition of cytarabine in consolidation therapy for high-risk patients:
further improvements in treatment outcome. Blood 2010; 115(25):5137-5146

E.H. Naposusnmkosa, B.B. Tponukas, AH. Coxonosa, B.I. Casyerko. lpoTokon Tepanuy ocTporo NPOMMENoLNTAPHOrO Neiko3a no moanduuuposakHoii nporpamme AIDA (mAIDA) // AnropuTmbl AHGTHOCTMKM M NPOTOKONbI NEYeHNS
306onesanuii cucreml kposu / nog pen. B.I. Cagyenko. M.: Mpakuka, 2018. — T. 1. — (. 703-730




Cxema nporokona tepanum 6onbHbIX

OCTPbIMM MUenonpHbimu neiikosamm mOMIJI1-17

[pynnbi HU3KOTO M NPOMEIKYTOMHOTO <LUTOFEHETHYECKOTO» PUCKA:
Huskoro = 1(8;21); invl6; 1(16;16)
MpomexyTo4HOro = HOPMAMbHbIA KOPHOTAN M OCTANbHBIE

Wupyxums N2 2 «7+3» Konconnpauus N2 2 FLA-G Moppepxuaiowee nevenne N2 6«5+5»

ARA-C = 200 mr/m?, noctogHas ’ Fludara = 25 mr/m? 1 pa3 8 genb 8/8 1-5 ghu ’ ARA-C = 50 mr/m? 2 p/metb n/k, 1=5 axm
uhpy3ns, 1—7 am ARA-C = 1500 mr/m? 1 p/n 8/8 15 am Ll ¢-uiepkanronypuk = 60 mi/m? B cyTkM
Tayropy6uumn = 60 mr/m? 1 pa3 s [-KCD Smkr/kr n/k ¢ 8 g

neHb 8/8, 1-3 Hu °

P e gocTuriyTa nocne 2 Kypcos = Anno-TTCK
(xembl nedeHus pedpakTepHbIX Gopm

B 2 npvema BHyTpb 1-5 aHm

[pynna BbICOKOro «LUTOrEeHETHHECKOT0» PUCKA:
19-/-7; 5q-/-5; iv3/4(3;3); 1123; 1(6;9); complex >3 aromanuii, MoHoCOMHBIA KapuoTun

Wupyxuns N 2 Konconupauus N2 2 Moanepxusaiowee nevenue

o AZA =75 mi/mE 1=3 puu o AZA =75 mi/m 1-3 Hu
e ARA-G=10 mi/m? n/k 2 paa 4=17 anm o ARA-G=10 mr/m? n/k 2 pan 4=17 nnm
e lda= 3 mr/m? 4-10 gm = Ido= 3 mr/m? 410 guu

TP He mocTuryTa =
Mporpammb! 2-i nuHuM

’ [TyHKLMM KOCTHOrO MO3ra BLIMOSHSIOT NEPEes, KAXAbIM KYPCOM MHAYKLMM, KOHCONMAALMM, 3aTem | pas B 2 MecaLa NOAAEpPXMBALOLLEN Tepanum

AZA = 75 mr/m? 1-3 gim
ARA-G=10 mr/m? n/k 2 pe 4=17 i

@ JliombanbHbIe MyHKLMHU BLINOAHSIOT 60bHEIM C MOHOLMTApHOIM AnddepeHumposkoit OMJIT u ucxopHbim konmuectsom nevikoupTos > 30*10°/n




Cxema npotokona neueHus Ph-neratuenbix OJJ1 espocnbix «OJ1J1-2016»

l JHayropy6uuu 45 mr/m? + Bunkpucrun 2 mr ‘ ‘ L-acn 10000 Ea/m? ‘ |UMKJ10¢0[¢0H 1 F/MZ” L-acn 10000 Ea/m? ‘
n ¥ Y 29 36 Ara-C 75 mr/w’ 50 57 Ara-C 75 mr/w?_64 708
g Mpenu3onon/ Mlpeghnzonon/  flecamerason/ v v ‘ vy v WV _yvvwy YV +
= 60 mr/m? 60 mr/m? 10 mr/m? *** 6-mepkanTonypus 25 mr/m’ np
ES
= @1 1 @3,1 @15;1 @zzu @m @36;1 43p 500 578 59-62n 64 @70;1
= 1 Hegens ? 2 Hepens 3 Hepend 4 Hegens 5 Hegens f 6 Hegens 7 Hegens 8 Henena 9 Hegens 10 Hepens
KM KM
( Konconupauus | Konconupauus 11 Konconnpauus Il
l Jlokcopy6uuu 30 mr/m? + Bunkpuctun 2 mr ‘ ‘ l-acn 10000 Ea/m? ‘ |Llnkn0¢0c¢uu 1 r/M7” L-acn 10000 Ea/m’ ‘ MPb
92 9 iAm-c 75 wi/w 113 NaCT5 u/ut 127 LEh]
¥ v v yyvy W vy w
Tlekcamera3on 10 mr/m? *** 6-mepkantonypu 50 mr/m? 6-mepkantonypus 25 mr/m’
84p
71a 78n 851 e%Zn 9% 106a 1138 120n 127n [RET® KM 133
g 11 Hegens 12 Henens 13 Hegens 14 Hepens 15 Hezens 16 Hegens 17 wegens 18 Henens 19 nepens
=
S
= Konconupauus IV Konconupauusa V
= . 11
g ‘ [-acn 10000 Eg/m? ‘ ‘ L-acn 10000 Eg/m? ‘ anno-TrCKIH
= 7 i ) i 1 MPB o nng B-0/1J1 u T-O71N1 (MLL-nepectpoiikn,
= l Merorpercar 30 i/ ‘ AIG#{;?” Am*[*]gw/m ETP-sapuant T-OJ171, nepcuctenuus MPB
134135 141142 148149 155156 167 149 17 183 i 70+ n ganee s cayde orcyTCTBNS
) J]egxcu Y Lol Lol vﬂekcu v v v BO3MOXHOCTU NPOBEEHNS TAPTETHOI
7 6-mepkantonypu 50 mr/m’ ) 6-mepkantonypus 25 mr/m’ Tepanin)
10 mr/m m @ 10/  [ing Gonbhix ¢ T-0/1J1 u B-0J11
k 134,135,136a 190a ¢ nepancteuueit MPB 8 gews 70+
20 Hepens 21 Henens 22 Henens 23 Hepens 24 wenens 25 Henens 26 Henens 27 enens KM 190 2 # 133+, cooTaeTcraenHo, paccuorpenie

BO3MOXHOCTU BbINOSIHEHNS TEpanim,
HanpasnewHoii Ha peaykumo MOB,

2

= ‘ l-acn 10000 Ea/m? 6 kypcos ‘ 1 TOF4O NPOAOJIXEHME Tepanu no
=

i Merorpekcar 30 mr/u’ ‘ N 24 nporokony be3 anno-TICK

= ! 910 16 23

G a4 vy v v

=

Jlekca
10 mr/m? 6-mepkantonypuk 50 mr/m? 1p/3 kypca MpoTOKON MHOTOLEHTPOBOTO UCCNEAOBAHMS MO NEYeHMI0

Ph-HerarusHbix ocTpbix umobnacTHsix neiiko3os s3pocsix (ON11) ¢ sranom pargomusawAu ang

KM 10/3 T-knetounsix O11/numdom "ALL-2016" // AnropuTmsl AMATHOCTMKMM NPOTOKOAbI NeveHus 3a60-
/3 kypeo nesauii cncremsl kposu / noa pea. B.I. Casyenko. M.: Mpaktuka, 2018 — T.1. — C. 887-960

HQAAGP)I(MB(IIOII.I(IH
Tepanus

1,2,3n
1 Hepens 2 Hepens nenens 4 vepens

1-2-3 kypcbl + Bunkpuctu 2 mr




Puck-apantnposarnHas nporpamma tepanum 6onbHeix OMNJ1 (ATRA-ATO-CT)
c 0ba3aTenbHbLIM MONEKYASIPHLIM MOHUTOPUHIOM

Peunans 0NN nocne XT —[:

N<10 x10%/n Whaykuus 30-60 aneit Konconuaauns 4 kypca

Mepsudnbii 0N

N=10x10°/n Whaykuns 60 gueit Kotconumauns 5 kypcos

Wna

MonekynspHblit UMTOTEHETUYECKUTE Whaykuns 60 axeit Kowconuaauns 5 kypcos Mogaepxusatowas Tepans 1 roa (> 45 ner)

- ; o + Ayro-TrCK MoaaepxusaioLias
[emaronoruseckmii / 3kcTpameaynnspHbiii Waykuns 60 aeit Kowconupauns 5 kypcos MMP (< 45 ne) T U
= Anno-TTCK* (HLA + motop)

Miaykuns 30-60 greit

RERRY
ATO, g 1-30 & ATO, gn 1-30 @

Exentesto ATRA, 45 mr/m? + ATO, 0,15 mr/kr (no goctuxenns MIP) +
Mpu 11> 10x10°/n unapyGuuny, 12 mr/m? Ha 2, 4- gun (< 60 net) unn 8 mr/m? (> 60 ner)

—>
Konconugauns

ATRA1-30 g & ATRA1-30gm @
e @ Ayro- TTCK npu MOB-
Mepepsis 34 nea ATO, 0,15 mr/kr, 1=5 axn vegenu, 4 wen. 3Y FEKp )3
Kouconugauns 4-5 kypeos ATRA, 45 mi/m, 1-15 ghw, 2943 ghn (3aroroska ICK nocne 23 kypco
KoHCONMAQL M)
“Anno-TICK npu:
* ATO ATO + ATO ATO * ATO * COXPAHEHMU IKCTPAMEAYANIPHOTO 04ara
20 pred ATRA 20 greit ATRA 20 nHeit ATRA 20 nHeit ATRA 20 nHeit ATRA unu MOB+ nocne 2—3 Kkypcos Kowco-
ATRA Atu 29-43 ATRA AHn 29-43 ATRA Au 29-43 ATRA Au 29-43 ATRA Anu 29-43 NMAaUAM
@ M 1-15 e M 1-15 @ M 1-15 @ M 1-15 @ M 1-15
——
Mepepis 14 gHeit Mepepis 14 pHeit Mepepois 14 pHeit Mepepois 14 aneii
@ /11 GonbHbie U3 rpynMbI HI3KOTO PUCKD
N O Hayano noppepxuBatouei Tepanum Ha CNeaylowii JeHb N0CTE OKOHYGHHS Mepkantonypun, 50 mr/m? 1 pa3 B CyTKN exeaHesHo N 1, 3 rpynnbl BBICOKOTO PUCKa  C pe-
ARep i MOCNIEAHEr0 Kypca KOHCONMAALMK. Merorpecar, 15 mr/m’ 1 pa3 8 Hea 8/8 unausom N° 7
Tepanus 1 rog Kypcsi nposoasT Ges nepep ¢ duKauueii 40361 MepKanTonypuHa ATRA, 45 mr/m’ exennesHo, anm 1-15 kaxaoro 3 mec

¢ i TlyHKumg KOCTHOrO M3 C MONEKYAAPHbIM

MOHUTOPUHTOM
Anno-TICK — TpaHCAGHTALMS GANOTEHHbIX TEMONO3TUYECKUX CTBOAOBBIX KneTok; ayTo-TICK — TpaHCAGHTAWMS ayTONOrMYHbIX FEMON0ITUYECKMX CTBON0BBIX KneTok; Uga — ugapyGuuus; 1 — v P

neiikouutsl; MOb — musumanshas octatosnas Gonesb; OMJT — octpbiit npomuenouuTaphsii neiikos; MMP — nonas monexynspras pemnccus; XT — xumnotepanus; ATO — TpuokcHa mbitubs-
ka; ATRA — nonHoCTbI0 TPOHCPETUHOEBAS KHCNOTA.

B. B. Tpouuas, E. H. Maposusnmkosa, A. H. Coxonos, B. I. Casdenko. Mccnegosarensckuii npotokon «Puck-aaantuposantas nporpamma repanun Gonbheix OMJT (ATRA-ATO-CT) ¢ 06930TenbHbIM MONEKYASPHEIM MOHATOPUHIOMY //
ARropuTMbI IMGTHOCTHKM 1 NPOTOKOALI Nedetua 3a6onesarmii cucremsl kposu / nop pea. B. I. Casyenko. M.: Mlpaktuka, 2018. — T. 1. — C. 961—994.




MNportokon Tepanuu nokansHoi 6onesnu Kactnemana

OnepabenbHas % JokansHas 6onesHb Kactnema Heonepabenbras

\

PaankansHoe xupyp- Het xanob (B-cumntomos), EcTb xanobesi (B-cumntomsi),
rMyeckoe ynaneHue nabopaTopHbie TECTbl B HOpMe M3MeHEeHWs B NaBOPATOPHBIX TECTAX

! {

KoHTtponbHoe o6cnenosatme

yepes 3, 6 Mecsues, Aanee oauH pas B rod
PSS S ! P HabnioaeHnue ¢ koHTponbHEIM 06CnegoBaHem yepes

' 3, 6 MecsueB, fanee oauH pas B rog,

'

¥

PagukansHoe HacTtuuHoe
XHUpypruyeckoe — XHUpypruyeckoe Mporpeccuposatue
yaanexue ynanexnue
Ectb xanobsl (B-cuMnToMbI), M3MeHeHMs B 1A60PATOPHBIX TECTAX, YBENUYEHWE HOBOOBPA30BAHMS B PA3MEPAX,
CMMNTOMBI CAOBJIEHMS OKPYXAIOWMX OPFrAHOB U TKAHEN
Tepanus v
Monuxummnotepanms (R-CHOP, Monnxumuotepanus (R-VCD, R-VD, R-VC,
CHOP) N2 4-6 VCD, VD, VC) N2 4-6
[ OueHka 3¢ dekTUBHOCTM Tepanmu yepe3s 1 MecsiL, NoCne OKOHYAHMS IeYeHUs ]
( KoHTponbHble o6cnenosanms yepes 3, 6 MecsLes M Aanee OAMH pas B rog

“UMMYHHbIE OCTOXHEHUS — OYTOUMMYHHOS TEMONMTUYECKAS GHEMHS, UMMYHKOS TpoMGBOLUTONEHNS
van Rhee F., Oksenhendler E., Srkalovic G, et al. International evidence-based consensus diagnostic and treatment guidelines for unicentric Castleman disease. Blood. 2020 (4): 23; 6039-50
«AnropUTMbI AMATHOCTHKM W NPOTOKOABI NedeHms 30600e8aHMil CucTembl Kposuy. N3aatensckuit som «Mpaktukar. Mockea, 2018. Tom 1. B.I. Casdenko.




Mporokon Tepanun mynsruueHTpudeckom 6onesnu Kacrnemana

POEMS-cuHgpom,

L HHV8-noautnenas MBK Manonatuyeckas MBK
accoumnnpoBaHHeiii ¢ MBK

Mo cxemam Tepanum

BV W —— EcTb MMMy HHbIE OCTIOXHEHMS ™ HeT MMMyHHBIX OCIOXHEHMH™
\J \J
MNMonuxummotepanus no cxeme R-CHOP MNMonuxumnoTtepanus no cxeme
Ne4-6 R-VCD, R-VD, R-VC N24-6

L]
L

OueHka adpdekTnBHOCTM TEpanmM Yeped | MecsL, NoCie OKOHYAHMS NeYeH s
KoHTponbHbie obcnefnosanms yepes 3, 6 MecsLes 1 fanee ofMH pas B rog,

L]

Peunaus

¥

JocTUrHYT nonHbIi/4acTuyHbI oTBeT % OTset He fOCTUTHYT

A YO

MMMyHoCynpeccrBHas Tepanus
YyacTue B KIMHUYECKMX UCCNEA0BAHMUSX
MHAMBUAYANU3MPOBAHHAS Tepanus

“UMMYHHBIE OCTIOXHEHUS — QYTOMMMYHHOS TEMONUTHYECKAS GHEMHS, UMMYHHOS TPOMBOLMTONEHNS
Dispenzieri A., Fajgenbaum D. Overview of Castleman disease. Blood. 2020 (135): 16: 1353-64
«AnropUTMbI AMArHOCTHKM W NPOTOKOABI NedeHmd 30600e8HMI CUCTeMbI KpoBHy. M3aaTensckuit som «[paktukay. Mocksa, 2018. Tom 1. B.I. Casyenko.




Uccnepoearenbcknini npoTokon nevyeHns 60abHbIX NEPBUHHOM
3KcTpaHopanbHoun andPysHom B-kpynHokneTtouHon num¢pomon

npoToKon
DLBCL-CNS-15
CNS-21

M3-ABKKJ1

RmNHL-BFM-90

2 6noka

npotokon NRCH-NHL-201 3)

up RmNHL-BFM-90

2 6noka
RmNHL-BFM-90
2 6noka

Putykcumab 375 mr/m? /B O aeHb kaxaoro kypca
Ons non-GCB nogruna — Jlenanugomug 25 mr p.o. 1-10 geHb kaxgoro kypca

yp === 2R-DHAP ayto-TICK

RmNHL-BFM-90 6nok A RmNHL-BFM-90 6nok B RmNHL-BFM-90 6nok C R-EPOCH

Upochamug 800 mr/m? 8/8 1-5 nenb Uuknodocdan 200 mr/m’ 8/ 1-5 metb Metotpexcar 1000 mr/m? 8/8 124 1 penb Bunkpucrn 0.4 mr /m? 8/8 24 4 1-4 genb
Metorpexcar 1000 mr/m?8/8 124 1 penb Merorpexcar 1000 mr/m? /8 124 1 petb Bunbnacrun 10 mr /8 1 netb JokcopyGuumn 10 mr/m? 8/8 24 4 1-4 petb
Bunkpuctun 2 mr 8/8 1 netb Bunkpuctun 2 mr 8/8 1 nexb Jokcopy6uuu 25 mi/m? 8/8 4-5 newb 3ronosua 50 mr/m? 8/8 24 4 1-4 pewb
Tlokcopy6uums 50 mr/m’ 8/8 3 netb Jlokcopy6uumt 25 mr/m? 8/8 4-5 neb Lutapabun 2000 mr/m?B/Bx2p 23 pemb Lnknodochamna 750 mr 8/8 5 netb
Ltapa6un 150 mi/m? /8 x 2 p 4-5 pexb Jexcamerason 10 mi/m” 8/8 1-5 petb Jronosug 150 mr/m’ 8/8 3-5 neHb Mpegtuzonon 40 mr/m? sHyTpb 1-5 pexb
3ronosua 120 mi/m’ /8 4-5 penb Jlekcamerason 10 mr/m? 8/8 1-5 nexb

[lekcamerason 10 mr/m’ 8/8 1-5 nenb

E. E. 3sonkos, H.I. Tabeesa, A.K. Cmonbanurosa, J1.A. Koponesa




lNpoTokon neyeHns NAUMEHTOB C NEPBUYHON MEAUACTUHAIbHOM
B-kpynHoknetouHoit numpomon R-DA-EPOCH % ayro-TICK

Bce peuunamesl panHue (koHTponsHoe obcnenoBaHmne kaxasie
3 mecsaua B TeueHune roga nocne [XT) u HekypabenbHble
(RocTuxeHune nonHoM pemuccin).

YCTOHOBKA LEHTPANBHOrO BEHO3HOIO KATETEPd, NPOPUIAKTUKA TPOM-
60308 (HU3KOMONEKYAAPHbBIE FeNAPHHLI, NEePOPAsbHbIE AQHTUKOAry-
NAHTBI NPSAMOTO AEMCTBMA MM HeDPAKLMOHUPOBAHHbIN renapuH /B
kpyrnocyTtouHo), seegerne [-KCP B mexkypcosoi nepmog.

R-DA-EPOCH N2 6

Jo3bl aTON03MAA, AOKCOPYOULUHA
u yuknodpochamuaa £ 20 %:

Putykcumab, 375 mr/m2 8/6 & aerb NXT O * konuuecTeo Heltpodunos 6onee 0,5 x 10°/n, konnuecTso Tpom-
Stonosua, 50 mr/m? B/8 24-4yacosas uHdyaus B aHn 1-4, 6ountos 6onee 25 x 107/n — ysenuuenme nos npenapatos Ans

Hokcopy6uumn, 10 mr/m? 8/8 24-yacosas nHdyaus B anu 1-4, xumuotepanmu Ha 20 %; .

BunkpucTin, 0,4 mr/M? /B 24-4acosas undy3us & aHn 1-4, * Kkonuyectso HeiTpogpunos meree 0,5 x 10 /J'(I) npu 1—2 namepenu-
MpeanunsonoH, 60 mMr/m? x 2 pasa B CyTku BHYTpb B AHW 1-5, X, KonnyecTeo Tpombountos Gonee 25 x 10°/n — coxpaHeHune go3
Unknodochammua, 750 mr/m? 8/e 30 30 MuH, peHsb 5. npenaparos npeasiaywero kypca MXT;

* KonuuecTeo HeitTpodunos meree 0,5 x 10°/n npu 3 v Gonee nsme-
peHusix, kKonuuectso Tpomboumntos meree 25 x 10°/n — pepykums
[03 npenaparos Ans xumuotepanmu Ha 20 %.
MN3T «-»

M3T «-» M3T «-»

1-2 Deauville 3 Deauville

4-5 Deauville

Ha6niopenue JlyueBas repanus R-DHAP N2 2 ayTto-TICK

AyTo-TTCK — TpaHCnnaHTALMS anforeHHbIX CTBONIOBbIX TEMOMOSTUHECKMX KNETOK;
[-KCD — rpaHynounTapHblit KOTOHUECTUMYUPYIOLWMIt GakKTop;
MXT — nonuxmummotepanus.

CK. Kpayetko, A.K. Manracaposa. lpoTokon nevenns nauMeHToB ¢ NepBHYHOA MEANACTUHANLHOI B-kpynHoknetounoit numdomoii R-DA-EPOCH = ayro-TCKK // AnropwTmbl auarHocTiki u npotokonsi ievenis 3a60nesaniii
cncremsl kposw / nog pen. B.I. Casdenko. M. Mpaktuka, 2018, — T. 2. — (. 241—262.




Uccnepoearenbcknini npoTokon nevyeHns 60nbHbIX NEPBUYHOM
meauactuHansHon numbomon NMMJ 16/19

I'Iemeu-lcm mMmeamacTUuHaNbHAasga ﬂMMq)OMO

nmi-i1é6 nmn-19
MHAYKLMSA PEMUCCTHM MHAYKLMSA PEMUCCHM
R-mNHL-BFM-90 R-mNHL-BFM-90
6noku A,B 6noku A,B + nenanugomunp*

( NaT/KT ) ( NaT/KT )

{ \

KOHCOMnaaumusa

KOHconunaauus
R-EPOCH 4 kypca TP53mut R-EPOCH+nenanugomup®
2 kypca
( Na1/KT ) ( Na1/KT )
peunane/nporpeccus peunans/nporpeccus
XT+/-rapretsi/anno-TTCK/
CAR-T *nenannpommng 25 mr p.o. 1-10 geHb kaxaoro umkna

Mpeadaza R-mNHL-BFM-90 650k A R-mNHL-BFM-90 6nok B R-EPOCH

Luknodochamua 200 mr/m? 8/8 1-3 nexb Putykcuma6 375 mr/m” /8 0 pexb Putykcumat 375 mr/m? 8/8 0 nexs Purykcnmat 375 mi/m? 8/8 0 pexb

Jlexcamerazon 10 mr/m? 8/8 1-3 neb Npochamua 800 mr/m? 8/8 1-5 netb Liuknodochamna 200 mr/m? 8/8 1-5 netb Bunkpuctin 0,4 mr/m? 8/8 24 4 1-4 nexs
Metotpexcar 1000 mr/m’ 8/8 124 1 getb Metorpexcar 1000 mr/m’ 8/8 124 1 mewb Toxcopy6uum 10 mr/m? 8/8 244 1—4 pews
Bunkpuctun 2 mr 8/8 1 netb Bunkpuctun 2 mr 8/8 1 neHb Jronosua 50 mr/m? 8/8 24 4 1-4 petb
Tlokcopy6uuun 50 mr/m? 8/8 3 netb Tlokcopy6unuun 25 mr/m? 8/8 4-5 petb Luknodochamug 750 mr/m? 8/8 5 nexb
Lwrapabun 150 mr/m? 8/8 x 2 p 4-5 penb Jlekcamerason 10 mr/m’ 8/8 1-5 getb Mpentusonon 40 mr/m? sHyTpb 1-5 metb
Jronosug 120 mi/m’ 8/8 4-5 petb
Jexcamerason 10 mr/m’ 8/B 1-5 nexb

E. E. 3sonkos, H.T. Tabeesa




Uccnepoeatensbckunii nporokon nedeHus 6oabHbIX

Double Hit numdpomoir < 65 ner

DHL Bcl-2

R-mNHL-BFM-90
4 6noka A,B

+ BeHeToKNakcC
+ nonarysymab

Mpeadaza R-mNHL-BFM-90 6nox A
Luknodochamua 200 mr/m? 8/8 1-3 neb Putykcuma6 375 mr/m’ /8
Jlekcamerason 10 mr/m’ 8/8 1-3 getb Nocoamun 800 mr/m’ /8

Merorpekcar 1000 mr/m? 8/8 12 4
Burkpuctin 2 mr 8/s
Jlokcopy6uuut 50 mr/m? 8/8
Lurapatun 150 mr/m? 8/8 x 2 p
Jronosug 120 mr/m? 8/s
Jlexcamerason 10 mr/n’ 8/8

E. E. 3sonkos, H.I. Ta6eesa

DHL Bcl-6

R-mNHL-BFM-90

4 6noka A,B

+ UbpyTUHMO

+ neHanupomupg

0 petb
1-5 petb
1 netb
1 neHb
3 petb
4-5 pexb
4-5 nenb
1-5 petb

R-mNHL-BFM-90 6nok B
Putykcumat 375 mr/m? 8/8
Lnknodocdamna 200 mr/m’ 8/s
Merorpekcar 1000 mr/m” 8/8 12 4
Bunkpuctin 2 mr 8/8
Tlokcopy6uuu 25 mi/m’ 8/8
Jlekcamerazon 10 mr/m? 8/8

0 newb
1-5 peb
1 nexb
1 neHb
4-5 petib
1-5 pexb

DHL TP53+

R-mNHL-BFM-90

+TapreTHas Tepanus

+ anno-TFCK / CAR-T

Beneroknake 200 mr 1-10 axu
Monatyayma6 1,8 mr/kr 1 neb

Tlenanugomug 25 mr 1-10 gun
N6pyTisu6 420 mr 1-10 au




IOnarHocTtuka u neyeHne BONOCATOKIIETOYHOrO IEUKO3a

1. VMIMMyHOpeHOTUIMPOBAHME IMMPOLMTOB KPOBM, KOCTHOTO MO3ra M Guontara ¢ wupokoi naxensto CD
(oBasatenshs CD19, CD20, CD5, CD23, CD103, CD25, CD11¢, CD10, K/A).

2. Mopdonoruueckoe nccnegosarme KocTHoro Mosra (Muenorpamma, = penarobuontar ¢ MIX).

3. Myrtaumns BRAFV6OOE 8 o6pasue kposu, kocTHoro mosra, 6uontara

Anroputm neuenus BKJ1

¥ BKJ1 |

BoamoxHo HabniopeHue Heobxopumo neuerme
Kontponb pas B 1-3 mec Wd-a 3 mnH en x 3 p/Hen X 3-4 mec

Unm
Bemypadennb 480 mr/cyT x 3—4 mec

\
BKJ1 - BonocatoknetouHblit neikos ; =G HEE I Sk ;

NI'X = UMMYHOTMCTOXMMMYECKOE UCCNIef0BAHUE

ND-a - nHtepdepoH-a Knanpubun : I r CnnenskTomus 1
’ ’ SpdexT - Sddekt +
Sopdexr — OPDEKT +
\/ \/ 1
KnappnbuH + Purykcrmab He6naronpustheie > Habnonetne
U bakTopbl NPOrHO3a
MenToctartmu 7
unu
BemypadeHn6 + Putykcumab




Anroput™m AMArHOCTUKN U MOHUTOPUHIA 6O0MIBHBIX XPOHUYECKUM T-KNETOYHBIM
nenko3om us bonbumnx rpaHynspHeix numgouutos (npotokon RLGL-2017)

HeT nokasaHnum
Habnonenne
K eYeHMIo

OuarHoctuka —

EcTb nokasaHus MMMyHOoCynpeccHBHAS TEpAnmst
% ESEREINS) (MeToTpekcar, uMknocnopuH, uuknodochamma),
CMAEH3KTOMMS

Iuarnoctrka
COMyTCTBYIOLLErO ;
3abonesaHus
OrtcyTtcteue sddekrta
Tepanus || antmm
[I’Iepsqucm p.wcmocmm) ( Kaxapsie 3 mecaua ) ( ExerogHo u nepep Havanom Tepanmu )

\/ YYVYVYVYVVY

KnuHuyeckoe o6cnep.osane,

Knuuuueckoe O6CJ'Ieﬂ,OBCIHMe,
MMMYHOX1MHNYeckoe,

Kontponb konuyectsa MMMYHOXMMHYECKOE,
MMMYHO}EHOTUMMYECKOE,

BUDYCONOIYECKOS HCCBROBAHMA FPAHYNOLMTOB U TPOMBOLMTOB, MMMYHO]EHOTUNMYECKOE UCCIEA0BAHMS,
Py ! YPOBHS reMornobuHa MONEKYNSPHAs AUATHOCTMKA,
MOAEKYNSAPHAS AUArHOCTMKA,

TpenaHobuoncus

TpenaHobuoncus




Mpotokon RLGL-2017 (okoHuaHue)

MokaszaHus kK HaYany Tepanum

* HeitTponenus (uncno rpanynoumntos < 0,5 x 10° n”'), NnpMBOAALLAS K PELMAMBHPYIOLMM
MHPEKLMOHHBIM OCITOXHEHUSM;

aHemus (yposeHs remornobuna < 100 r/n);

TpomboumnTonenus (uncno Tpombouutos < 50 x 107 n”');

MOCCHUBHOS CMfIEHOMEranms;

NEero4Has ApTEPMAnbHAS TMNEPTEH3NS;

B-cumntombl (cHuxeHne maccsl Tena, nuxopaaka 6onee 38°C, cnabocTs, noTAMBOCTS).

UmmyHocynpeccusHas Tepanus | nuHun

* Huskue posbl metotpekcata 10-20 mr/m? exeHenenbHo;
* unknopocpamma, 50-100 mr exepHesHo;
* unknocnopuu, 5-10 mr/kr exepHesHo.

H.I. Yeprosa, E.E. 380HK0B. ANropuTM AATHOCTAKM M MOKUTOPHHIG BONIbHbIX XPOHMYECKUM T-KNETOUHbIM Neiikozom u3 Gonblunx rpanynsprbix numdouutos (RLGL-2017) // Anroputml AMArHOCTAKI U NPOTOKOMbI NIEYeHHS
306onesanuii cucremsl kposu / noa pen. B.I. Casyenko. M.: Mpaktuka, 2018. — T. 2. — C. 389—404.




UccneposaHue no oueHke addektnsHoctu nporpamm R-EPOCH-21, R-CHOP-21
n ayto-TICK y 6onbHbix dponnukynspHoit numepomoit us rpynnbl BbICOKOro pUcka

‘ “ ‘ Kpurepumu Bkniouenus:

* nMarHo3s GonnmnKynapHoi TMMbOoMmsI;

R-EPOCH 4 kypca R-CHOP 4 kypca * Bospact 18-65 ner;
r 1 r 1 * Il (A/B) umtonoruueckmit Tun onyxonu;
e |—Il uTonormueckmnit TMN ¢ bakTopamm
<50 % MP, ulP n 4P <50 % MP, WP 1 4P HebnaronpusTHOro NPOrHo3a.
4P c PHIM 6es CDHﬂ 4P c PHI 6e3 PHI
R- DHAP R- EPOCH 2 kypca R- DHAP R-EPOCH 2 kypca

®Paxkropbl He6GnaronpusTHoro
nporHosa:

FLIPI 3-4 B coueTaHMmu c OgHUM MAK He-

MP R2 MP R2 CKOJIbKMMM MPU3HAKAMM:
® nierMkeMusaumen;
® OMyXoJNieBbIMU KOHTTOMEPATAMM JIUM-
dbatuuecknx yanoe pasmepamm bonee

AyTo-TICK + o AReORMBGIOLGS AyTo-TCKK + I 6 cm; R
+ noaaepx1eaioLas ”ﬂepcnm R”“ + noaaepxu1eaioLas ”ﬂepanm R”“ Tpancopmauueri 8 [IBKKJI, HOC[TEJ\;IYC
Tepanus R P Tepanus R P oTcyTcTeumu nepectpoitku rena C-MYC

Han4YMeM 3KCTpAHOAANbHOIo o4adra.

AyTo-TICK — TpaHcnnaHTauus ayTONOrMUYHbIX FEeMOMO3TUYECKMX CTBONOBLIX KneTok; HIP — HenoaTeepxaeHHas nonHas pemuceus; [P — non-
Has pemuceus; , PHIM — bakTtopsl HebnaronpusTHoro nportosa; YP — yactuuHas pemucems; FLIPI — mexayHapoaHbii nporHocTMyeckui mH-
Aekc ans ponnukynspHoi numdomsl; R — putykenmab; R1 — nepeas panpomusaums; R2 — sropas paHgomusaums.

CK. Kpasyenko, E.C. Hecreposa. PagomusuposanHoe KoHTponMpyemoe (CPUBHTENbHOE) OTKDLITOE NPOCNEKTUBHOE CCNeRoBaKMe No ouekke ddekTuHocTu nporpamm R-EPOCH-21, R-CHOP-21  TpaHcnnaHTamM ayTon0rMYHbIX

CTBONOBLIX KETOK KPOBU Y 60bHBIX GOSAMKYAADHO TMM(OMOIE U3 TPYNNbI BICOKOTO PUCKA // ANrOpUTMbI AMATHOCTAKN W MPOTOKOHI Nevenus 3a60nesatuii cuctemsl kpos / noa pea. B.I. Casyeno. M.: MpakTuka, 2018. —
T.2. — (. 497-530.




Uccneposartenbckum npotokon. «PJ1-2015» pna tepanuu nepsou nMHUU
donnukynapHon numdpomsl y naumeHTo o 60 ner

R-CHOP
PonnukynapHas numpoma #(14;18) +
Putykcnumab 375 mr/m?, B/B kanensHo, O aeHb
* Bospact go 60 ner Hokcopy6uumn 50 mr/m?, B/B kanenbHo, 1 aHK
I=IV cTagus LUnknodbocdamun 750 mr/m? 8/8 kan, 1 geHsb
e FLIPI 2-3 Bunkpuctun 1,4 mr/m?, 1 pexsb
Mpeatunsonon 100 mr BHYTPL, 1-5 AeHb

R-DHAP
R-CHOP N24
Putykcnumab 375 mr/m?, B/ kanensHo, O geHb

HekcameTason 40 mr B/s kanensHo, 1-4 axu
Uncnnatun 100 mr/m? 8/B kan 24-uyacosas uudysaus, 1 aeHsb
LUntapabun 2 r/m2 8/B kan. 2 pasa B geHs, 2 neHb

C R-DHAP N2 2 )
BeEAM

Benpamyctun 160 mr/m?, /B kanensHo, -6, -7 peHsb
Untapabun 200 mr/m? B/6 kan. 2 pasa & aeHs, -5, -4, -3, -2 aeHb

Dtonoaup 100 mr 8/B kan., X2 pasa B cyTku, -5, -4, -3, -2 peHsb
C BeEAM + ) Mendanan 140 mr/m? 8/ kan. — 1 geHb

AyTto-TICK Tpanceysus CKK — getb O

* C6op cteonosbix kposeTeopHbix knetok (CKK) ocywecrenserca npu nopteepxaeqHon MPIO-HeratueHo
pemuccun B kocTHom mosre (metop IGH-PCR) nocne nepeoro unu etoporo kypca R-DHAP.

OnbIT NpuMeHeHNs BLICOKOAO3HOM NOMUXMMUOTEPANIMM B NEPBOW JIMHIK NieveHms y GoNbHbIX GONIMKYNSPHOR NUMOOMOIA ¢ dakTopamu HeBnaronpustHoro nporosa. bensesa A.B., fabeesa H.I., Cuonbanusosa A.K., Koponesa [I.A.,
Taraprukosa C.A., 3sorkos E.E. Tematonorus u Tparcdysmonorns. 2020. T. 65. N SI. C. 61.




Uccneposarensckuii npotokon. Potnpylowas cxema R-EPOCH/R-BAC
ans 6onbHbix MALT-numdpomoii rpynnel Bbicokoro pucka monoxe 70 ner

MALT-numdpoma c ®HM

Bo3pact = 70 net

MALT-IPI = 1

SUVmax 2 5

paHHuit peunams (< 36 mec.) nocne yaaneHus
onyxonu unu JIT

v
e

R-EPOCH

Putykcnumab 375 mr/m?, B/ kanensho, O aeHb

Stonoauna 50 mr/M? 8/8 24-yacosas uHdyams, 1-4 geHsb
Doxcopy6uumn 10 mr/m2 8/8 24-4acosas undyaus, 1-4 nemsb
Bunkpuctun 0,4 mr/m? B/ 24-4acoeas uHdysus, 1-4 pewsb
Lnknodbocdamug 750 r/m? /e kanensHo, 5 peHsb

R-BAC

Putykcumab 375 mr/m?, 8/B kanensHo, 1 aeHb
Benpamyctun 70 mr/m? /B kanensHo, 2-3 neHb
Lutapabun 800 mr/m? B/B kanensHo, 2-4 peHsb

PHIM — dpakTopbl HebnaronpuaTHoro nporHosa; J1IT — nyyesas Tepanus.

(monbgrmnosa AK., Tabeesa H.I., Tarapuukosa CA., bengesa A.B., Kospurusa A.M., Temaxan 3.1, 3sorkos E.E. IddekTusHocts nepsuinoit ackanauun ummyHoxummuotepanuu y Gonbubix MALT-numpomanmu sbicokoro

PHCKT: Pe3ybTaTHI MMAOTHOTO Mccneosanns. Knunmdeckas onkorematonorng. 2018;11(4):338—48.




Uccneposarenbckunii npoTtokon neveHns 60abHbIX TMMPOMOI U3 KNETOK
maHTuu B Bospacte go 70 ner «JIKM-2016»

Jlumpoma us kneTtok maHtum, Bospacr < 70 ner

s sy G, NONCH) 172, OrtcyTcTBME MyTauMK B reHax TP53,

t{8;14)(a24;932) NOTCH 1/2. 1 (8;14)(q24;932))

MXT o o
MXT +/- TapreTHas Tepanus E%BC;ACONTOZ-{CR;(HA Ne 2
TapreTHas Tepanus pay

AyTo-TTCK + CEAM/BEAM

AINo-TICK (= 65 net) MNMopaepxmeaowas Tepanms puTykcMMabom B Tevenne 2 net”

CAR-T knetouHas Tepanms (> 65 ner)

R-BAC (1 u 3 kypcbi) R-HA (2 u 4 kypcbi) CEAM/BEAM
JlomyctuH, 360 Mr/m?, BHYTpb, AeHb - 7 Uiu
Kapmyctun 300 mr/m?, 8/B, aeHb - 7
drtonosug, 100 mr/m? 8/8, x 2 p/cyT, aHn c -6 no - 3
Liutapabun, 100 mr/m?, 8/8, X 2 p/cyT, aHn c -6 no - 3
Mendanan, 140 mr/m?, 8/8, oeHsb - 2

e Purykcumab, 375 mr/m?, 8/B, neHsb | *  Purykcuma6, 375 mr/m? /B, neHb |
e BenpamyctuH, 70 mr/m? 8/8, gHn 2-3 *  Uurapabuu, 3000 mr/m? 8/8
*  Uurapabun, 800 mr/m? /B, aHn 2-4 2 pasa B cyTkM, AHM 2-3

Mutepsans mexay kypcamu R-BAC n R-HA — 24 gHs Trasadyar ey TER, mors 0

MXT — nonmxumuotepanus; ayto-ICK — aytonoruuHeie remonostnueckue ctsonoesie knetku; ayto-11TCK — tpaHcnnaHTauus ayTonormyHsix
reMOMOSTUYECKMX CTBONOBLIX KNeTok; anno-TTCK — TpaHcnnanTauus annoreHHsbix remonostudeckux creonosbix knetok; CAR-T — T-knetku

C XMMEPHBIM QHTUTEHHBIM PELLENTOPOM.
* — pelleHne 0 NPOBEAEHUN NOAAEPKMBAIOLLEN TEPANMM PUTYKCMMABOM MHAMBMAYANBHO B YCIOBMAX NAHAEMMU HOBOM KOPOHABUPYCHOM MH-

d)eKLIMM (I'IpM HAJIMYUN AHTUTEN, BGKLIMHGLIMM)

LA, Koponesa, E.E. 3sotkos, H.I. Tabeesa, 0.A. faspunusa, 1A, Kyssmuna, E.H. Naposunmkosa, B.I. Casyenko. Mccnenosatensckuit npotokon nedexns nMMGOMbI U3 KNETOK MOHTUH Y 60bHbIX B Bo3pacTe o 65 net // AnropuTml
JMATHOCTUKM W NPOTOKOABI Nevyerud 3a60nesamii cuctemsi kposw / nop pea. B.I. Casyenko. M.: Mpaktuka, 2018. — T. 2. — C. 531-555




Uccneposarenbckuin npotokon neveHns 6onbHbIX nependHoin angdysHom B-kpynHokneTrouHom

num¢$poMom LLeHTpanbHOM HepBHOW cucTembl B Bospacte Ao 65 ner «CNS-2021 »

MepeunyHas auddysHas B-kpynHoknetounas numboma LIHC, Bospact < 65 ner

2 kypca R-MPV + nenannpomug 25 mr/cytkun 1-10 pens (RL-MPV)

Mo6ununsauus u cbop ayto-FCK
2 kypca R-MPV + nenannaomua 25 mr/cytkn 1-10 genb (RL-MPV)
Ay1o-TICK ¢ koHauumoHnpoBaHuem B pexume BBC

Moanepxumeatowas Tepanus Hueonymabom, 3 mr/kr/cyTku

Kaxgble 2 Hepenu B TeyeHne 6 mecsues

*  Purykeuma6, 375 mr/m? B/, neHsb 1 2

. : y *  Kapmyctun, 200 mr/m? 8/8, pevs — 6

. 'Bv‘:l::;‘:is':'(::régr:\f L//N; ’;e/:; geHb 2 e BycynbdaH, 4 mr/kr/cyTku, BHYTPb, AHM C -5 no - 4

. npoxapﬁuslliu, 100 mr/m?, BHYTpb, AHu 2-8 (1, 3-1 kypchl) ¢ Uuknodocdamnn 60 mi/kr/cytkw, e/e, anm ¢ -3 no -2
* Jlenanupomup, 25 mr/cyTku, BHYTpb, aHM 1-10

o @onuHar kanbums, 25 mr, /B M BHYTpb Kaxable 3 Yaca, Ha-

Tpancdyaus ayto-ICK, neHs O
4ano Yepe3s 6 4ACOB NOC/E OKOHYAHMS MHDY3UM METOTpeKcaTa

Hauano ouepepHoro kypca Ha 14-i geHb

AyTo-ICK — ayTonornuHble reMonosTMyeckme CTBONOBbIE KNETKM;
AyTo-TTCK — TpaHcnnaHTaLms ayTONOrMuHbIX FEMOMO3TUYECKMX CTBONOBLIX KNETOK.

E.E. 38onkos, [1.A. Koponesa




Uccnepoeatenbckuii npotokon neveHus 6onbHbiX nepeuyHon auddysHon B-kpynHoknetouHom
num¢$poMom LeHTpanbHOM HepBHOW cuctembl B Bospacte ao 65 ner «CNS-2015»

MepsuuHas andPysHas B-kpynHoknetounas numpoma LHC, Bospact < 65 net
2 kypca R-MPV
Mobwunusaums n cbop ayto-ICK
2 kypca R-MPV

AyTo-TICK ¢ koHauumoHnpoBaHuem B pexnme TBC

Moanepxueaiowas Tepanus Temosonomnaom, 150 mr/m2

5 pHer kaxaple 3 Mecsaua B TeyeHme 2 net

R-MPV TBC

*  Purykeuma6, 375 mr/m? 8/B, news 1 ¢ Tuotena, 250 mr/m?, B/8, oHn c -8 no -6

* Merotpekear, 3,5 r/M? /B, aeHb 2 *  BycynbdaH, 4 mr/kr/cyTku, BHYTpb, AHM ¢ -5 no -4

*  BUHKPUCTUH, 2 Mr, B/B, AeHb 2 e  Uuknodpochammp 60 mr/kr/cyTku, 8/8, aHu ¢ -3 no -2
* TMpokap6asun, 100 mr/m?, BHyTpb, aHu 2-8 (1, 3 u 5-it kypcsl)

®DonuHar kanbumusa, 25 mr, B/8 1 BHYTpb kaxasle 3 yaca, Haua-
1o Yepes 6 4OCOB NOCE OKOHYAHUS MHPY3UU METOTPEKCATA TpaHcdysus ayto-ICK, neHs O

Hauyano ouepenHoro kypca Ha 14-i1 aeHb

AyTo-FCK — AYTONOIrMYHble FTEMOMNO3TUYECKMNE CTBOJIOBbIE KITETKH; ayTo-TFCK — TPAHCMNAHTAUUA AYTONOTMYHbBIX CTBOJIOBbIX KN1ETOK.

E.E. 3sotkos, [1.A. Koponesa, H.I. Tabeesa, 0.A. Taspunua, E.H. Maposuinukosa, B.I. Casyeko. Wccnegosatensckuit npotokon nesesmns GonbHbix nepeudHoil Auddy3Hoit B-kpynHokneTouHoi NMMGOMOi LEHTPANbHOI HEpBHOIl
cucremst (npotokon (NS-2015) // AnropuTabl AMGrHoCTHKH W npoTOKosb! Nevenns 3a60nesanuii cuctemsl kposw / noa pen. B.I. Casyenko. M.: Mpakruka, 2018. — T. 2. — C. 609—622




PaHaoMusnpoBaHHOE, KOHTPONMPYEMOe, OTKPbITOe, MPOCNEKTUBHOE UCC/IeA0BAHMNE
cpaBHutenbHomn a¢ppekTnsHoctn kypcos CHOEP u npotokona NHL BFM-90 B neyeHun
aHannactuyeckomn kpynHokneroyHoun AJIK-nosutuesHon numepomesl y B3pocinbix

Panpomusaums

NHL BFM-90, 6 kypcos

CHOEP-21, 6 kypcos (seTBu K1, K2, K3)

M3T «-» Habniopenne | G 13T «-»

M3 «ty  ———— AYTO'TrCK < 3T «+»
CHOEP
* MpepnuusonoHn, 60 mr/m? /B uudyans 8 1—5-i gru
*  Bunkpuctun, 1,4 mr/m? 8/6 cTpyiiHo & 1-it geHb (He 6onee 2 mr)
*  Uuknodochammup, 750 mr/m? 8/8 undysus s 1-ii aemsb
*  JNoxkcopy6uumn, 50 mr/m? 8/e undysus sa 30 muHyT B 1 -l aeHb
*  3dronoszua, 100 mr/m? /B undyaua s 1—3-i aHn
NHL BFM-90
Bnok A (Aa; AA) Bnok B (Bs; BB)
HekcamerasoH, 10 mr/m? 8/B uHdysnsa 8 1-5-i axu AexcametasoH, 10 mr/m? 8/B undyauna B 1-5-i aHn
e Bumnkpuctun, 1,4 mr/m? 8/ ctpyiiHo B 1-it aeHb (He Gonee 2 mr) e Bun6nactun, 10 mre/s ctpyiiHo B 1-il aeHsb
*  Merorpekcar A: 500 mr/m? 8/B uHbyauns 3a 24 yaca; Aa: 1000 mr/m? /B MHdysusa 3a *  Merorpekcar B: 500 mr/m? /6 uHdysns sa 24 yaca;
24 yaca; AA: 5000 mr/m? B/B Hdyaus 3a 6 yacos) & 1-i aeHb Bb: 1000 mr/m? 8/8 undyaus sa 24 yaca; BB: 5000 mr/m? 8/
*  Uurapabun, 150 mr/m? 8/6 nHdysns kaxasie 12 yacos Ha 4-5-i axu uHdyama 3a 6 yacos) B 1-i geHb
e dronoszua, 100 mr/m? 8/8 uHdysns Ha 4-5-i grn *  Uuknodochammua, 200 mr/m? 8/6 nrdysmns s 1-5-it grn
*  WUdochammua, 800 mr/m? /B uHdyans 8 1-5-i axu *  Mokcopy6buumH, 25 mr/m? 8/B undyaunsa s 4, 5 axn
Bnok C
¢ [NexkcametasoH, 20 mr/m? 8/s undysus B 1-5-i axu
*  BuHopenbbuH, 20 mre/s cTpyiiHo B 1-if aeHsb
e Uurapabun, 2 r/m? 8/s undysus s Tedenme 3 yacos kaxasie 12 yacos B 1-2-i axu

rtonosug, 150 mr/m?8/6 undysna e 3—5-i aHn
AyTo-TTCK — TpaHCNAQHTALMS AYTONOTMYHBIX FEMOMOSTUYECKMX CTBONOBBIX KNETOK.

CK. Kpasyenko, J1.T. Toperkosa, A.M. Kospurua, C.M. Kynukos. Uccnegosatme cpasnutenshoit 3odektusroctu nporpamm CHOEP u NHL BEM-90 y patee He nonyyasiimx nedesus GonbHbix nepsuiHoii GHANNGCTUYECKOI KpyNHOK e~
T04Ho# AJIK-no3utusHoi numdomoii // AnropuTmbl AMArHoCTAKM M NpOTOKONHI Nevenns 3060nesanuit cuctembl kpos / noa pen. B.I. Casyeno. M.: Mpakruko, 2018, — T. 2. — (. 659—682.




MpoTtokon auddbepeHunposaHHOro neveHuns 6onbHbBIX AHrMOMMMYHOBnacTHon T-kneTouHom
numdomom B Bospacte monoxe 55 net no mogubuumnposaHHomy npotokony OJIJ1, 2009
C PA3NNYHBIMM BOPMAHTAMM NoaAepXusaiolen tepanum (nporokon RAITL 2017)

[lBa rona noffepxuMBatoLLel Tepanuu

—
Mlonas pemccis VIMMYHOMOZYNSTOPaMN

MoznduumposanHbii npoTokon
0111, 2009 (1, Il da3bl uHayKumu,
I-11I koHconumauun)

[Ba roaa noznepxvsaioLLeit Tepanuu no
MoauduumupoBarnomy npotokony 0J1/1, 2009

————l

Yactninas pemuccng

HLA-TunupoBanue

Mocne 24 kypca unm vepes 2 rona

Bty 70 Rty 70 Mocne 12 kypcos unw yepes 1 rog
uam nocne 3asepLuenus | dassl uam nocne 3asepLuenus | dassl , i
llepes Ha4anom neyeHns p 0 p ¢ NOAePKABIOLLEH Tepan NOAAEPXUBALLLET
MHAYKLIH MHAYKLMH Tepaniy
: Knnnuaeckoe
K“MW&K% thoreaoet UIEISTEG ofcneaosanve, monuTopur MOG Knirsecroe Knnsrsecroe
g“el , ICCnenosatme obicnenosatme, motmToputr MOB, m wmmyuold)eHomnwposunue' o6cnegosanue, morutopurr MO, o6cnenosatve, moruToputr MO,
€J1K0B CbIBOPOTKM KPOBH, UMYX, usmyHodeHOTUTHPOBAHME ' kT ' MX, ummyHodeHoTUIMPOBAHUE NMX, ummyHodeHoTUIMpOBARNE

MOMeKyNSpHas AUATHOCTUKA,
VIMMYHODEHOTUNUPOBAHHE,
BUPYCONIOTMYECKME UCCTIeAO0BA-
wue, M3T1- KT

Kputepumu nonHoi peMnccnm: NosHoOe OTCyTCTBUE KITMHUKO-1a60paTopHbIX NPM3HAKOB 3abonesanus.
MeTtogasi ouerkn MOB: uccnenosanue T-knetouHoit knoHanshoctr, G17V mytaumun rena RHOA B 06pasuax nepudepmyeckoit
KpoBM u kocTHoro mosra. AUTIT — anrnoummyHobnactras T-knetounas numeoma; MMX — nmmyHoxumms; MOB — MuHMManbHas

ocTaToyHas 6onesHs.




Mpeadaza [ekcameTason 10 mr/m2 Oun 1-7

JIMNe 1 Hens 0
[ekcameTasoH 10 mr/m? h_._.x_\_ m“wm *+7 net
[okcopy6uumH 30 mr/m? obimw 1522
Unpykumusa 1 pasa SCLLETo 20 DH” 8,15,22
)4 AcnaparuHasa 10 000 E[1/m? im 29 36
Metotpekcar 20 mr/m? i 32 39
Unknodochamma 1000 mr/m? DM”_U 43
Unutapabun 2 [Orun 45—-48, 59—62
Muayxuus Il daza Metorpekcar Ww R“RN Oun 46, 53, 60, 67
ayKy AcnaparnHasza 10 000 Efl /m? Onu 50, 57, 64
NN N2 2 M Dews 70
[ekcameTasoH 10 mr/m? n_mﬁ.“‘,smm_u_lmb +7 nweit
Konconupauus | [Hokcopybuumn 30 mr/m? NHn 71,85
Bunkpuctmn 2 mr h_....” N_Hmu
Metotpekcar 20 mr/m? nu 88, 95, 102
Konconupaumsall  Acnaparunasa 10000 EQ/mM?>  [Onn 92, 99

Unknodochamua 1000 mr/m? Henb 106

\/

Oun 108111,
Lntapabun 2 122—-125
ereroze 50 mr/m? L 109, 116, 123,
Konconupauus Il A 20 mr/m
cnaparvHasa 10 000 Efl /m? 130
JIMTNe 3 Oun 113,127
Oenb 133

L
v L

MaT-KT I'h;on._.s._:om vm;xnnxmv m MonHas pemuccus v
|
Monnepxueatowas Tepanus: MmmyHomoaynupyiowas
B reuenue 2 net unu 24 kypca Tepanus

JekcameTasoH 10 mr/mM?2  Oun 1-3
MeTtoTpekcar 20 mr/m? Onn 2,9, 16, 23

|
7

wamﬁszxm NPOTOKONA, CHATHE C NleYeHHns

(RAITL 2017) //Anroputml GuarkocTuki v NpoToKoA! Niedenus 306onesarmii cucremsi kposu / noa pea. B. I. Cossenko. M. Mpakruka, 2018. — T. 2. — (. 637—658.

MopaepxuBaiowas TepAnMs B TeYeHMEe 2 N1eT OT MOMEHTA 30BEpPLLIEHMS!
nocnefHero Kypca koHconuaaumu. Mexay uuknamu nogaepxueaio-
LeM Tepanum HeT MHTEPBANIOB: NEPBLIA eHb MOCNEAYIOLLEro Kypca
cnenyeT Cpasy 3d NOCNEAHUM IHEM NPEALIECTBYIOLLErO

noa/iepxusatoliien repanuun
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JIN — niombanbHas nyHKumst




Uccneposatenbckmii NpoToKon e4eHMs aHAMNIacTUMYeCcKoOM KPYNHOK/IETOMHOM
numdomsl, ALK-HeratueHom y 6onbHbix go 55 ner

AHannactuyeckas kpynHokneto4Has numeoma, ALK-HeratneHas, Bospact < 55 nert

|-l ctagus Ann Arbor

2 kypca BY - mNHL-BFM-90 (bnok A)

AyT1o-TICK ¢ koHanumoHnposaHmem B pexume CEAM

BV - mNHL-BFM-90 (Bnok A)

BV 1,8 mr/kr 8/8 kanensHo B TedeHune 1 yaca, O aeHb

Udochamua 800 mr/m? 8/8 kanensHo & Tevenmne 1 yaca, 1-5 anu
HekcamerasoH 10 mr/m2 8/8 kanensHo/BHyTpb, 1-5 aHK
Metotpekcar 2000 mr/m2 8/B kanensHo B TedeHre 6 4acos, | aeHb
Iokcopy6uumnn 50 mr/m?2 8/8 kanensHo, 3 aeHsb

Liutapabun 150 mr/m2 8/8 kanensHo Yepes kaxasle 12 yacos,

4-5 pHu

e Jdronosug 100 mr/m? /8 kanensHo, 4-5 oHu

Hauano ouepegHoro kypca Ha 22 geHb

BV — BbpeHTykcmab BegotuH,
AyTo-TCK — ayTonoruuHble reMonosTuueckme CTBONOBbIE KNETKM,

AyTo-TICK — TpaHcnnaHTaumMs ayTONOrMYHBIX FEMOMO3TUYECKMX CTBOJSTOBBIX KIETOK

=1V ctagms Ann Arborn Arbor

4 xypca BV - mNHL-BFM-90 (Bnok A)

AyTo-TICK ¢ konanumonnposarmem B pexnme CEAM

CEAM

o Jlomyctun 200 mr/m2 BHyTpb -7 AeHb
* dronosup 150 mr/m? B/B KanensHo Yepes kaxasie 12 4acos,

-6 —-3 pHu
* Uurapabun 200 mr/m? B/B KanensHo yepes kaxasie 12 4acos,
-6 —-3 pHu

* Mendanan 140 mr/m? 8/ kanensHo, -2 aeHsb
* Peundysua CKK s/ kanensHo, O neHb




KnuHunueckue pexomMeHpgaumnm no AMArHOCTUKeE U JIe4eHuio

XPOHUYECKOro MUENoNenKosa

Kputepuu otseta Ha Tepanuio MTK B nepBoii 1 BTopoi nMHWM neveHus

*ﬂ,J'ISI nayueHToB be3 Heyaa4u Tepanuu (TAHAGPTHOE LUTOreHeTU4eCkoe UCCNIe0BAHUE KOCTHOTO MO3rd PEKOMEHAYET(d B TeX C/y4adx, Koraa CTUHﬂ[]pTVBMpOB[]HHbIﬁ MOJ'IeK‘/J'ISIprII7I MOHUTOPUHT HEBO3MOXEH

TakTka B 30BUCMMOCTM OT OTBETA HA TEPAMMIO NEPBOM IMHMM

OnTUManbHbIi H(]MJ'I\/‘-ILI.IMG [0roCpOYHbIE Pe3ynbraThbl. W3menenue Tepanuu He NoKasaHo

Paccmotpets BOMpOC 0 CMeHe TEPaNMM WU NPOLOAXUTS MPHeM NPENApaTa B NPexHeii 03¢ Ha GOHE TULATENLHOTO MOHUTOPUHTA 3GOEKTUBHOCTH Tepaniu

Mpenynpexaenne
1 06ecneyTs roTOBHOCTb K CMeHe TepanM B C1Iy4ae KOHCTATALMM HeyAa4u

Bpems OnTUManbHbli 0TBET Mpepynpexaenne Heyna4a Tepanuu
HoonHo JIXA Bbicokoro pucka 8 Ph+ knetkax,
f rpynna sbicokoro pucka no ELTS
. 0 . 0 Her NFO u/uam
T BCR"AEEM; 10% B(R"AE%; 10% BCR::ABLT > 10 %, noneepxaeHHbiit
* ool s NOBTOPHbIM GHANM30M Yepe3 1—3 mecsua
Ph+ <35 % Ph+ 36-95 % /o Pht > 95 %
6 necsiiea BCR:ABLT < 1 % BCR::ABLT > 1 %—10 % BCR::ABLT > 10 %
! u/nnn Ph+ 0 %* u/wnn Ph+1-35 %* u/wnm Ph+ > 35 %
. 5 . g BCR::ABLT > 1 %
12 mecsues BCR::ABLT < 0,1 % BCR::ABLT > 0,1-1 % /s Ph > 0 %
BCR::ABLT > 1 % u/nnm Ph+ >0 %
B nanbHeitiem v 8 noboe Bpems BCR::ABLT < 0,1 % BCR::ABLT > 0,1-1 % Myrauun BCR::ABLT, npuoaswme
K Pe3UCTEHTHOCTH

Heymwu H606X0}J,VIMO U3MEHEHUE Tepanun Anga yMEHbLIEHUG PUCKa NporpeccupoBaHng u CMepTu

MO — nonHbii remaTonornyeckuit oteeT; IXA — LOMNOMHUTENbHEIE XPOMOCOMHbIE QHOMAUM
https: //cr.minzdrav.gov.ru/recomend/142 1




Anroputm Tepanum aHeMM4Yeckoro cuHapoma y 6onbHbix MM®

Ouarnos MM®D
‘ AHemms

}

Dputponostux = 125 ME/mn

3aMecTuTesnbHas
rEMOKOMMOHEHTHAS Tepanusi.
KoHTtponb ypoeHs dpepputHHa.
XenatopHas Tepanus
MpM NoBbILEHNUMU GepPPUTHHA
6onee 1000 mkr/n unm

TpaHcysun bonee 20 eq AHnabonunueckue ctepouapl /

[MpenapaTtbl 3puTpONosTUHA

SPUTPOLUTAPHOM B3BECH. npesHU30MoH
Oreert yepes 3 Mecsua Orgert yepes 6 Mecsues
(rematokput 30-35 %, (remaTokput 30-35 %,
yCTpaHeHME HeobXoAMMOCTH YCTPAHEHHe HeobXoaMMOCTH
nepen1BaHmns Kposw) nepen1BaHu1s KPosH)

Mpoaonxuts Tepanuio MiMmyHOMORynsTOPSI Mpoaonxuts Tepanuio
(knuHMYeckue uccnenosamms)

Cnnenaktomus (rMnepcrneqmsm)




Anroputm neueHus 60nbHbIX NEPBUYHBIM MUenodpubposzom

CumnToMaTuyeckas Tepanus

TpombouuTos
HemntponeHus
ECOG >2

Me,IJ,VIKGMeHTO3HC]9| Tepanua

lpynna pucka NpoMexyTouHbIH-2 / BbICOKMIA

Habnonenne

?7

KnuHuuyeckuu aHanus kpoBu:
A6conioTHoe yncno HenTpodunos >1x10°/n
Tpomb6oumtsl >75%10°/n

Ob6Lee cocTosiHUE:

KoHCTUTYLMOHANbHBIE CUMATOMBI
(onpocHnk MIMH 10)

Pe3MCTeHTHOCTb/Hel'lepeHOCMMOCTb MeOUKAMEHTO3HOM

Tepanuu

b

CnneHskTomus )

Ectb nokasanms gns anno-TICK

OTCYTCTByeT BO3MOXHOCTb

BbIMOJIHUTb CNJIEH3KTOMMIO

JlyueBas Tepanus

MNposepetue anno-TICK




AnropuTtm neyeHus 6onbHLIM nepsryHbBIM Muenodpubposom (MMD)
C MACCUBHOM CMJIEHOMEraNIneun

MM® (npomexyTouHbIN-2 unu BICOKMM pUck /
IPSS/DIPSS/DIPSS+) CrneHomeranms

|

MeankameHTosHas Menapar Cokpawenne YBenuuenne ypoBus Kynuposanue
Tepanus penap pazmepoB cenesenku, % remornobuna, % KOHCTHTYLHORANBHbIX CHMATOMOB, %
PykconuTnuG 4 14 52.82 |
TuapokcukapBamua 28-40 12,50 50-100 ‘
TaHkpuTMHUG 44 <] HET [OHHbIX ‘
OueHka Tanupomug 19 43 HET JI0HHbIX ‘
3¢¢eKTMBHOCT“ Momanumomug 10 19 HET AQHHbIX ‘
kaxable 6 mecsLes
eHamgoMIa HET AQHHbIX HET AGHHbIX
Ectb oTBET 1 . ‘
Mendanau 23 HET AQHHBIX HET AGHHbIX ‘
5-a3auuTigmH 24 HET AQHHBIX HET AGHHbIX ‘
ﬂponon)KMTb Knaapubus 64 HET AQHHBIX HET AQHHbIX ‘
neyeHue 3seponmmyc 17 1 69 ‘

JlyueBas Tepanus =—— COp 65 —100Tp
4 2 O6wuit oteetr 63-95 %

nnu

Kynuposanue

Kynuposanue
NOPTANbHON
runeprensun, %

Yeenuyenne yncna
Tpombouutos, %

Ysenuuenne

KOHCTUTYUHOHAIbHBIX ypoBHs remornoﬁunu, %

Xupypruyeckoe neveHne T, O

67 23 50

Cervantes, F. How | treat splenomegaly in myelofibrosis. Blood Cancer Journal 1, 37(2011). https://doi.org/10.1(38/bqj. 2011.36
Randhawa, J., Ostojic A., Vrhovac R et al. Splenomegaly in myelofibrosis—new options for therapy and the therapeutic potential of Janus kinase 2 inhibitors. J. Hematol Oncol 5, 43 (2012). https://doi.org/10.1186/1756-8722-5-13




[MpoTtokon Tepanuu NnaunMeHTOB MOIOAOIO U CPEAHENO BO3PACTA C UCTUHHOM
NOANLMTEMUEN U BCCEHLMANBbHON TpoMbounTemmnen

Ouarnos UM, 3T
Bospact < 60 nert

; [poMexyTOo4HbIN, BHICOKMM PUCK
‘ ‘ TpomboTHueckmx ocnoxHenui (Marchioli)

MerunuporaHHbIM
uHTepdbepoH ansda-2b

Mutepdepor ansda-2b Mapokecrkapbammg

MonHbin / YACTUYHBIM KJIMHUKO-TEMATONOrMYECKNUIM, MONEKYIISPHBIMA OTBET J
NI cTabunmsaums yepes 6 mecsues
Ui
TMonHbI / 4aCTUYHBINA KIMHWUKO-FEMATONOTUYECKMMA, MONEKYNSAPHBIN,
mopdonornueckuit oteet MM ctabunusaums yepes 12, 24, 48 mecaues

Uutepdepor ansda-2b
MernupoBaHHbIi
uHTepdepoH ansda-2b

CMeHa Tepanuu: Mpoponxuts Tepanuio

HexenartenbHeie
Anarpenug

ABJIEHMS
Mapokcukapbamma l m




Heobxoaumeie kputepum u ycnosus ana HabniogeHns naumentos ¢ XMJ1
B MonekynspHon pemuccum 6e3 repanum UTK B ycnoeBusix KnnHuYeckom NpaKTUKM

. O e D ep
Bo3pact HA MOMEHT OTMEHDI crapwe 18 ner mnagwe 18 nert
Bropas xpoHnunueckas dbasa (aHamHes
LB MBI QIBEE basbl akcenepawuu uan GrnactHoro kpusal)
Tun TpaxckpunTa p210 (e13a2/e14a2) p190 (e1a2), p230 (e19a2)

21 amnmn MUTK

Pesncrenthocts k MTK B aHamHese
(npu oTcyTCTBMM peamncTenTHOCTH B aHaMHese)

Konuuecreo nuuuin UTK

Mmatuunb (mnu umatminb+M1TK2 so BTopoit nuHmum)

> 5 ner <5 ner
AnutenbHoOCTb TEPANUM

MTK2 B nepsoi nmHum

> 4 net <4 net

MO4 u my6xe (< 0,01 %)

2 3 net 22 net <2 net

AnurensHoctb INMO

MO4,5 v my6xe (< 0,0032 %)

> 2 net > 1 ropa <1 ropa

Ob6s3aTtenbHbiM ycnosusm ans otMeHsl MTK aensietcs HanMumMe BO3MOXHOCTb NPpOBEAEeHUs MONEKYTISIPHOrO MOHUTOPWHIA Nocne
NpeKpaLLeHus Tepanum B Na6opaTopmum, CTAHAAPTUIMPOBAHHOM Mo IS

https://cr.minzdrav.gov.ru/recomend/142 1




Anroputm obecneueHuns cocyamcToro AOCTYNA NPy OCTPbIX J1ENKO3AX

UHpykuma pemuccnn

KoHconupgauus,
MoanepxuBaiowas
Tepanus

OcTpbiit MUENOMAHBI OcTpbiit NpoMMENoLMUTAPHBIH
newkos, MIC, Jleiiko3 c remopparmnyeckum
anaacTUyeckas aHemms CMHAPOMOM

Octpbii
NMMPOBNACTHBIA NeiKo3

MALBK? mnun HeTyHHennpy-
embit LIBK' B ogHy 13 BeH
6accenna BB

HetyHHennpyemsin LIBK! MALIBK? unun netyHHenupye-
B OAHY M3 BeH baccenna BB mbirt LIBK' B 6egpeHnyio BeHy

MNpu HeobxoamnmocTu neikountadbepesa, nnasmade-
pe3d, 3aMeCTUTENbHOM NMOYEYHON TEPANMM YCTAHABIIMU-
BaeTCs Nepdy3UOHHBIN KATETEP

MMpononxeHne NCMONb3OBAHMS lNpononxeHue NCMONb3OBAHMS
HetynHennpyemsint LIBK' B oaHy MALBK, nopt-cuctema nnu He- MULBK, nopt-cuctema nnm He-
13 BeH bacceitHa BB TyHHenupyembirt LIBK' 8 ogHy na [l Tynnenupyemsiit LIBK' B ogry 13

BeH H6acceitta BI1B BeH bacceina BIB

BIMB — sepxHss nonas seHa (BeHsl 6acceitna BIMB: BHyTpeHHas spemHas, noaknoumndHas, akeunaapras); MOC — muenoancnnactuyeckuit
cungpom; MNLBK— nepudepuyeckn MMINAQHTUPYEMBIN LEHTPANbHLIA BEHO3HBbINA kaTeTep; LIBK — ueHTpanbHbii BeHO3HbIN KaTeTep.

' MpeAnoyYTUTENbHO MCMOMb30BATL ABYXMPOCBETHLIE UK TPEXNPOCBETHbIE HETYHHenpyemble LIBK.

2 I'Ipep,nhoMTeano MCNOJIb3OBATb BLICOKOMNOTOYHbIE NOJIMYPETAHOBLIE I_”/IU,BK, XenaTesnbHO ABYXNPOCBETHbIE.

Tancran .M., Cnupui M.B. Cocymuctsiit goctyn 8 rematonormn M.: Mpaktuka, 2021. 232 c.




Anroputm obecneueHuns cocygmuctoro goctyna npu numepomax

—

JIumdpombl 6e3 nopaxeHus cpeaocTeHus,
MHOXECTBEHHAS MUENOMA

MopaxeHue numepoysnos
Bricokopo3zHas e, OKONOKIIOUMUHBIX
xummnotepanus, il obnactei, 6uoncus, HeT
ayTo-TICK JOCTYNA K IPEMHOM, nof-
KJIOYMYHOM BEHAM

HeuHteHncus-
Hble MPOrpPaMm-
Mbl XMMHOTE-
panum

KCA, MALBK!

MU NOpPT-CUCTEMA

HeTyHHennpyembiit MALIBK? &
LIBK' & ogHy 13 BEH OfHY 13 BEH

6acceiina BIB 6accerHa BlMB B OAHY M3 BeH 6ac-
cenna BIB

ﬂMMCI)OMbI, MHOXECTBEHHAA Mnenoma

JIMMpOMBI C MOpaxxeHMeM CPEAOCTEHMS.
O6sa3atenbHo eeinonHenne KT-anrnorpadum ans onpe-
AeNeHUs NPOXOANMOCTH BeH bacceiHa BIB

Mpu BoamoxHOCTH U3-3a okkto3mu BB ycraHosuTe
HETYHHENUPYEMbIH KaTeTep Yepes BeHbl 6accerHa BB
BO3MOXHa ycTaHoeka ToHkoro IMMLBK?2, ecau ero ana-
meTp MeHee 40 % npoceeTa COCYAa B MECTE CyXEHMs

\

Her Ectb

cuHapoma BI1B cuHppom BI1B

Hetynnenupyemsiii LIBK' B

B 6enpeHHyto BeHy HeTyHHe-
NUPYEMBIA MU TyHHEennpye-
mbii LIBK mnu nopr-cucrema®

oaHy 13 BeH bacceiHa BIB,
nopt-cuctema mnm MMLBK?

AyT1o-TICK — TpaHcnnaHTauma ayTonorMuHbIX FeMONO3TUYEeCKMX CTBONOBLIX kneTok; BB — sepxHas nonas sexa (eeHs 6acceitna BIB: sHy-
TpeHHss apeMHas, nogkniounyHas, akcunnapras); HMB — nuxnas nonas sena; NMULBK — nepudepuueckn MMAAGHTUPYEMBIA LEHTPANbHBIN
BeHO3HbIN kaTeTep; LIBK — ueHTpanshbiit BeHosHbil katetep, KCI — katetep cpeaHeit anunbl (nogobHo MULBK yctanasnueaetcs & rny6okue

BEHblI Nneyvya (FOJ'IOBHG?I, OCHOBHQ4, nnequble)

' MpeanouTUTENBHO MCMONBb30BATL ABYXMNPOCBETHBIE UM TPEXNPOCBETHbIE HETyHHenMpyemblie LIBK.
2 MpegnoututensHo ncnonssosats [MMLBK co BcTpoeHHbIMM B KOHCTPYKUMIO kKnanaHamu (TpoLLoHT, BHewwHMWe).

3 pacnonoxeHne AoUCTANIbHOIo KOHLUA KaTeTepa B HIB Huxe YCTba NOYE€4YHbIX BEH U1K B NPABOM Npeacepanu.

Tancran .M., Cnupui M.B. Cocymuctsiit goctyn 8 rematonormn M.: Mpaktuka, 2021. 232 c.




Anroputm obecneueHus cocyamcToro gocTyna

NPV TPAHCNIGHTALMUN reMONo3TUYEcKux cteonosbix knerok (TFCK)

. Tynnenmpyemsiit LIBK
Hetynnenupyembii LIBK (kaTeTep Xukmana, JleoHapaa)

HeTyHHenupyembii ( . )
ucronb3oBaHme 1o 1 mec
BK A (vcnonb3osaHue po 4-6 mec)

Anno-TICK — TpaHCAAGHTALMS QNNOreHHbIX FEMOMO3TUYECKMX CTBONOBBIX KNETOK;
AyT1o-TICK — TpaHCnnaHTALMA QyTONOTMYHBIX FEMOMOSTUYECKMX CTBOOBbIX KIETOK;
LIBK — ueHTpanbHbii BEHO3HBIN KaTeTep.

Anroputm obecneuyeHus cocyamcToro aocTyna

NPU BPOXAEHHbLIX U npuo6peTeH|-|b|x Kodarynonarmax

BpoxaenHbie koarynonatuu (remodwnus, Gonesrb BunneGpanga u npoune 6e3 Hanuuug UHIUGMTOPA K GOKTOPAM CBEPTHIBAHMS)
BpoxeHHble U npuoBpeTeHHble KOryNonatii ¢ HasudueM

WHTMGMTOP K dakTopam (nHrM6UTOPHAS remodunms)

PerynapHoe BBefeHMe AeduuUTHOrO JinuenbHoe neyenve 6e3 sBegeHns
(0nHOKpATHblE, pefKue BMELIATeNbCTBA
dakTopa daktopa (xummotepanug u 1.n.)
K(ME :;: ;:cTchHZnEﬁllief:glcl:leugsmfe?fwuy KCZI, MULBK wnu nopt-cuctema B oty MHIIBK KCAI, MALBK, npw Heo3moxHocTH — B GempenHyto BeHy
u3 BeH becceitna BINB HeTyHHenupyembli LIBK

TESbHOI TEPanMM AedUUUTHBIM GKTOPOM

KCL — katetep cpegHei pnvuel (nogobHo MNLBK ycTanasnueaetcs B rny6okue BeHbl nneda (ronoeHas, ocHoBHAS, nnedestie)

BB — BepxHssa nonas seHa;
MALUBK — nepudepuueckn MMIIAHTUPYEMbINM LEHTPASbHBIA BEHO3HbIN KATETEP;
LIBK — ueHTpanbHbIM BEHO3HbINM KaTeTep.

Tancran M., Cnupun M.B. Cocymmcrsiii goctyn 8 rematonoruu M.: Mlpakruka, 2021. 232 c.




O6cnyxuBaHue BEHO3HbIX YCTPOMCTB

MpombiBanue karetepa
Wcnonb3osats wnpubl 06bemom 10 mn

bontocroe BBE/IEHUE 10 mn ¢M3MOJ’IOI’MHGCKOI’O pacTeopa Ang BCeX BEHO3HbIX KATETEPOB

Mlocne BBeAEHNS Npenaparos
(30 uckiodeHMem NepUOEPUIECKHUX KTeTepOB, re JOCTATONHO 5 M)

[lapeHTepasnbHoe NUTAHME, KOMTOHEHTbI KPOBM borntocoe Baenerme 20 ma (2 % 10 mn) Gu3nonorudeckoro pacTopa AN BCex BEHO3HbIX KATETEPOB
Hetynnenupyembie LBK ExennesHo
Pexmbl Tynrenupyembie LIBK, MULBK

AM6yJ'I(]T0pH09 Jie4eHne — exXeHeaeNbHo

MopT-cuctembl Exemecayto

3akpoitne (koHcepBauus) katerepa

1 mn ang nepudepuyeckux KateTepos.
1,5 mn B Kaxablit o Katetepa Ans katetepos cpeateit Anutbi, MNLBK,
Herynrenupyembix LBK u Tynsenupyembix LUBK ¢ neBonbumm (<1 mm) BHYTPEHHMM AuAMETPOM.
2,5 Mn B Kaxabii xon katerepa Ans TyHHeaupyembix LIBK ¢ Gombumm (>1 mm) BHYTPEHHUM AUAMETPOM, NOPT-CHCTEM

(raunoHapHoe nevexne — exXeaHeBHo.
06bem

MNLBK — nepudepuueckn MMNAAQHTUPYEMbINA LEHTPANbHBIA BEHO3HbIX KATETEP;
LIBK — ueHTpanbHbIi BEHO3HEINM KaTeTep.

Tancran M., Cnupun M.B. Cocymucrwiit goctyn 8 rematonoruu M.: Mpakruka, 2021. 232 c.




Anroputm ob6cneposaHusi 60sbHBIX C OCTPOM AbIXATENLHOW HEAOCTATOYHOCTBIO

Kawens, ofbilika, MMXOPAAKA, AycKynbTATUBHAS KAPTUHA KT — komnbioTepHas Tomorpadus;
= MUP — nonumepasHas uenHas peakuus;
PUD — peakums MMMyHODIOOPECLEHLMM;
Y3W nerkux LUMB — uuromeranosmpyc.
|
KT nerkux (xenatensHa y Bcex 60nbHbix). ABCONIOTHBIE MOKA3AHMSA — OTCYTCTBUE PEHTTEHONOMMYECKMX M3BMEHEHMH, HANMYME NONOCTEN,
nopo3peHue Ha nopaxeHue nerkx LIMB, nHesMoumnctamu, rpubamu, onyxonesbimu knetkamu. Mpu OH KT nposoast Bcem 6omnbHbIM
(]
I dysHbie U3MEHEHMS B NETKMX Quarosbie M3MEHEHMs B NIETKMX
n

MccnepoBaHme rasos apTepuanbHoit KpoBM
u

Mcknounts cepaeyHyto HeAOCTATOYHOCTb,

MPM MOKA3AHMSAX HA3HAYAIOT AUYPETUKM
|
M3meHeHus coxpaHsioTcs
]
DrbpobpoHxockonus + GPOHXOANbBEONSIPHbINA TABAX
]
Mceneposanie naBaxHoOM XMKOCTH, CbIBOPOTKM, MOYM

| | | |
Mukpobuonoruyeckoe nccnepoBaHme Mcecneposanme nasaxHom Lintonornyeckoe Baktepnockonus: okpacku
(konunuecTeeHHbIN MeTOA) + MccrefoBAHKE Ha XMAKOCTU M CbIBOPOTKM MccnefoBaHMe: okpacka no no lpamy, Pomatosckomy —
nernoHennes (Mova, NaBAXHAs XMAKOCTb) HO YPOBEHb rANAKTOMAHHAHA Pomanoeckomy —[1mae Mumse, Uunio — Hunbceny
InarHos yctaHosneH BhisiBneHMe nHeBMOLMCT B MA3KAX, Brisenenme LIMB metogom MLP
oKpaleHHbIx no PomaHoBckomy— (kpoBb, NABAXHAA XMAKOCTL), ONpeneneHmne aHTUTen
Jleuenne 3—10 gHen MMm3e unu ¢ nomouysio PUD knaccos IgM 1 IgG B ceiBopoTke
Jleuenne appekTnsHO OrcyTcteue 3 dpekTa unm HefoCTATOUHbINA SPdekT IunarHos He ycTaHoBneH

Buoncus nerkoro

Untonorus [Mctonornueckoe Baktepuockonus (okpackm Moces Beisisnenne nHesmoumct, LIMB, Bupyca Snwreita-bapp
oTneyaTkos nccnefoBaHue no PomaHosckomy—Iumse, Tpamy) TKAHM MMMYHOTUCTOXMMHUYECKUM METOAOM

Tancran [.M., Cupun M.B. Cocyamcrwiit goctyn 8 rematonoruu M. Mpakuka, 2021. 232 c.







