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Toshkent sh.

BoJiajiap reMaToJ10rusi, OHKOJIOTHsI BA OHKOIeMaTOJIOTHSICH HyHAIHIIH/IA
KJIMHUK 0aéHHOMAa/1ap, TALIXHCJIALI BAa JaBOJIALI CTAHAAPTJIAPUHHHU
TACAUKJIALI TYFPHCHAA

V36ekucron Pecny6nukacu Ilpesugentu I1LM. Mupsueés paxOapiauruia
2022 ¥nn 17 WIOH KYHM KEHraUTUPWITaH Tap3Ja YTKa3suiraH BHIEOCETIEKTOP
HurmmuHUAT 50-con 0aéHu 1.4-0aHaM WKPOCUHM TabMUHIIALI, LIYHUHTIEK,
WIFOp YeT 37 Taxpubacura Moc paBullga Oojajnap OHKOIeMaToJIOTHSICH
AyHanMIIuAa KIMHUK OagHHOMAasap, TalIXMCall Ba JaBoJjall CTaHAapTIapyuHH
TacUKJIalll MaKcaauaa,

BYIOPAMAH:

1. V36ekucron Pecniybnukacu Ipesunentu IIL.M. Mup3ueéB paxbapiuruia
2022 #iun 17 WIOH KyHU KEHraWTUpWIraH Tap3ja YTKaswiIraH BHUIEOCETIECKTOP
HuFunumuHUHT 50-coH Gaéum 1.4-0aHau paxOapiuK Ba WXpPO YUyH KaOyin
KUJTMHCHH.

2. Kyhnnarunap:

Bonanapaa yrkup aumdo0aacT neiiko3HM AaBojall KIMHUK Oa&éHHOMacH
1-unoBara;

Bonanapaa VTKAp MHeTOMA JIEHKO3HM [aBojall KJIMHHUK OaéHHOMAcH
2-ujoBara;

JlumdobaacT Ba Muenoua Jedkosnap OYy¥nva Talixucianl Ba JaBojail
cTaHapTIapu 3-mjaoBara MyBO(QHK TaCAMKIAHCHH.

3. bojajap remMaToJIOrHsiCH, OHKOJIOTHSICH Ba KJIHHHK HMMYHOJIOTHSICH
mapkasu (A.AGauxakimoB) Kopakannorucron PecyGankacu CoFJIMKHHE cak/ail
BasHpJIMIH, TOWIKEHT Iaxap COFIHKHH cakjam Oomr OomkapmacH Ba
BHJIOSITJIAP COFJIMKHH CaK/Iam GoKapmaaapu OuiaH Oupraivkia Maskyp Oyupyk
OWlaH TACAUKJIAHraH  KIMHUK  Oa€HHOMasiap,  TalXWMCJIall  Ba  JaBoJjall
CTaHJApTJIApUHU Oapya THOOMET Myaccacajapura €TKasWIIHMIIMHY, aMalueTaa KeHr
TaTOMK STWIMIIMHA XaMJa KIMHUK Oa€HHOMayap, TallXMClall Ba JaBoJall
CTaH/apTJIapMary TapTud Ba KypcaTMasapaaH TYJIMK (HonIalaHAILIHA TALIKHII STCHH.



4. ®an Ba Tabaum Gomkapmacu (V.Mcmaunos) maskyp Oyiipyk Gunan
TaCAMKJIaHTaH KIMHUK Oa€HHOMasap, TalIXMUCJIAIl Ba AaBOJAll CTaHAAPTIapUHH
2023-2024 ykys iinnunan 6omnab, Y3bexucron Pecriy6imkacu COFTMKHE cakial
BasMpJIMTH TH3MMUAArd THOOMH OJMH TabIUM MyaccacalapuHUHI OakajiaBpuar,
MarucTparypa, KJIMHUK OpAMHAaTypa OOCKUWIApH, LIYHHHIZEK, MH(GOKOpIapHH
KaiTa TaWé€piaml Ba MallakaCMHM OWIMpHUII OYyiinya VYKyB JacTypsapura
KAPUTUIMILIMHU TabMHUHIIACHH.

5. TuOOmi xu3mMaTIap cHPATHHH HA30paT KWJIHII OOLWIKAPMACH
(b.AxunoB) THOOMET Myaccacanmapuna YTKa3uWiIaquraH ypraHuuuiapia HjioBara
MyBOOUK TacAMKIAHTaH KJIMHUK Oa&HHOMajap, TalIXWMCIall Ba  JaBoJIall
CTaHJapTJIapUHUHT TUOOMET aManuéTura TaTOUK TUJTUILHU Ba YHIA PUOS KHJIHHHUIIH
YCTHUJIaH Ha3opaT YpHATCHH.

6. “IT-MED” MYK (A.XakuMoB) Ma3Kyp OydpyK OujaH TacAMKJIaHTaH
KJIMHUK OagHHOMasap, TalIXMCjall Ba JaBOJiall CTAaHAAPTVIAPUHHM Ba3HPIMKHUHT
pacMmuii BeO-calTura XONIal THPCHH.

7. Maskyp OyHpyKHUHT HIKPOCHMHM HA30paT KWJIKII Ba3UPHUHT YypuHOOCapu
VY.CabupoB 3uMMacura rKJIaTUICHH.
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V3BEKUCTOH PECNYB/IMKACU COFIMKHWY CAKNALL BASUPAIUTU
WHHOBALMOH COFIMKHU CAKNALL MUNINA NANATACH
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Bonanapaa YyTkup nnmepobnact nemkosHn aasonall
KNMHWK BaéHHoMmacK
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KUPULL KUCMH

KAMHMK Myammo Bonanapaa yTKUp neinkosnap

XyYH¥KaTHUHT HOMMU Bonanapaa yTkmMp nnmdobaacT NeMKo3HM
laBonall KNMHUK BaéHHOMaCK

Tnb6min Epaam KypcaTuL CraumoHap Ba ambynaTop
60cKMynapm

Nwnab ynkmnraH caHa 2022 1.
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MypoKaaT y4yH TOWKEHT W., Y110H30p TyMaHu,
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Ten.: (71) 203-11-03
E-mail: bgoskim@gmail.com
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Jlonmnxa acocymcm:.

. P® CCB Imuntpuin Porauyes Hommaarn OHKoONOrMA, paamonorms Ba
RapadyHckum AW, 3,
A0PONN TMOOMET MHCTUTYTH AnpekTopu, T.¢.4., npodeccop

Nwym rypyx paxbapm:

Bonanap rematonorns, OHKOIOMMA Ba KAMHUK MMMYHOIOTUS MapKasm
Abanxakmmos A.H.
anpektopu, T.¢.4., npodeccop

Nwum rypyx Tapkmbu:

Bonanap rematonorns, OHKONOTMA Ba KAMHUK MMMYHOOTMA
MapKasu bow Wwndokopn,T.d.H.

WndoKop-remaTonor, bonanap remaToNorna, OHKONOTMA Ba KAMHUK
MMMYHO/1I0TMA MapKa3un 1-6yammm paxbapu

Nb6parnmosa C.3.

BabaxaHosa H.H.

MeToa0N0rnK Epaam:

MNHHOBALMOH COFIMKHM Cakaall MUAAKUI NanaTacy KAnHWK

NPOTOKOANApP Ba CTaHAAPTAAPHMU NWNAb YMKMLW Ba TaAOWK 3TULW

bolwKapmacu bownnsm

MNHHOBALMOH COFIMKHM Cakaall MUAAKI NanaTacy KAMHKK

Ycmonos C.K. NPOTOKONNApP Ba CTaHAAPTAAPHMN NLWNAb YMKMLW Ba TaAOWK 3TULL
bolwKapmacu bownnsm ypruHbocapm

Aaraposa K.T.,
T.O.H.

Takpusumnap:
TUOOMET XOAMMNAPUHUHT KacObnit ManakaCuHM PUBOKNAHTUPULL
Ncxakos 3.1, MapKasn Fematonorna Ba TpaHcdy3monorma kabeapacu myampu,
T.0.4., Nnpod.
Cynenmanosa [I.H. PUTMATM AHemuna mapKasu paxbapu, T.¢.4., npod.

KAMHUK BaéHHOMaHM mnwnab YMKMWOaH MaKkcad: Janunnapra acoc/iaHraH mab/aymoTaap Ba
TaBCUANAPHN TUOOMET xoammnapura TakauMm 3Tu, YTKUP Anmeobnact nenkosnapHu onmnb
bopuw 6yMnYa aroHa éHaaLWYyB TUSMMUHM TALLKUA 3TULW Ba TaAOUK 3TULL.

Eemopnap Toundacu: 6onanap.

baéHHOMaaaH $oifanaHysuW rypyxaap: remartonornap, OHKO/OMap, OHKOremaTonornap,
neamatpaap, ouna WuGOKOpPNapyW, COFMMKHU Cakaal  Tawkunotuunapu, Tme6enér OTM
YKUTYBYMIAPW, Tanabanapu, KNMHUK OpAMHATOPAAPU, MAarMCTPaHTAAPU Ba acnMPaHTIapK.



KMCKapTmanap pymxatu:

BITE AT bucneumdmK aHTUTaHaya

BFM — Berlin- YTRMpP "MMbOHNACT NENKO3HM YpraHuw Byinmnya HEMUC TaAKMKOT rypyxm
Frankfurt-Munster

CD anddepeHUMpoBKa (bapKaaHULL) KnacTepu

EuropeanGroupoflmmunologicalMarkersforLeukemias; Jlenko3napHUHT

EGIL .
MMMYHOI0TMK TaBcudum H6Yiya EBpona rypyxm
FISH in situ dnyopecueHT rmbpuamsaumacu
MB MockBa—bepanH; bonanapaa yTkmMp AMmdobaacT 1eMKo3HN AaBonall byimya
Poccua TaaKMKOT rypyxm
TCR —T cell receptor T-xy*kanpanu peuentop
ANT aNlaHMHaMMHOTpaHcdepasa
ACT acnapTaTaMmHoTpaHcdepasa
WCCT MaxoH COFNMKHM Cakiall TalWKWMAOTH
BY-YNN B-xy*kanpa yTmuwiaownapmuaaH yTrmp ammbobaacT nenkos
-KCO rPaHYIOUMTAQP KOIOHNECTUMYNNOBYN OMU
XBN XoAxKMH BYAmaraH numdomanap
T.0.4. TMHBOMET daHNapm AOKTOPU
TKW TUPO3UHKMHA3 UHTMBUTOPU
KT KAMHWK TaAKMKOTAAP
CH CYAK MANUMN
KT KoMMbtoTep ToMorpadumacu
nar NaKkTaTaernaporeHasa
KMK KaCaN/IMKHUHT MUHUMaN KONANFA
MPT MarHuT-pe3oHaHc Tomorpaduacu
YKA YMYMUIA (KANMHWUK) KOH Taxanam
ynn YTRMpP "nmbobnacT nenkos
TT-MN3P TECKapu TpaHCKpMNTasa noanmepasa 3aHxnpam peakumacu (M3P)
TP TYMK pemmccma
MKT NONNKUMEBWNIN Tepanma
M3P-PB M3P pean BaKT pexxmmmaa
ync WWLWHWHT YTKMP NN3UC CUHOPOMM
[TXT remaTonoeTMK TaHa Xy*Kapanapu TpaHCHAaHTaLMACK
Y1T Y/bTPa-TOBYLIAN TaAKNKOT
®AB ®PpaHuma-AmepuKa-bpuTaHna brpnaluraH rypyxm
XT XMMmMoTepanua (KUMéTtepanums)
MAT MapKasuit acab TM3nMmm
IKT aNeKTpoKapamorpadus
Ixo-KI axoKapamorpadus
Knpuwl

OcTpbit nnmdobnacTHbln nekos (OJ1/1) —3To 3n10KaYecTBeHHOe 3a60/1eBaHMe CUCTEMbI KDOBETBOPEHMS,
XapaKTeEPU3YIOLLEECA HEKOHTPOAMPYEMOM npoandepaumen ONyxoneBoro KAOHa W3  KAETOK —
KPOBETBOPHbIX NPeALIEeCTBEHHUKOB IMHUI TnmbonaHon anddepeHUMPOBKN, COCTaBAIOLLIETO HE MeHee
25% OT ApYruX AAEPHbIX KNETOUYHbIX 3/1€EMEHTOB KOCTHOTO MO3ra, C BO3MOXHbIM BOB/IEHEHMEM B MPOLLECC
Pa3/IMYHbBIX OPraHoB N cuctem (NMMmdonaHaa TKaHb NOOOM NOKaNM3aLUnK), 1 B CBOEM eCTECTBEHHOM
TeyeHUn HemnsbexxHo NpmueoasLlee K daTanbHOMY Mcxoay. B pecnybanke Kaxkapi rof, BbIBAAKOTCA OKON0
300 petet c ocTpbim AMMbOBNACTHBIM IEMKO3OM.



OJ111 coctaBnseT okono 25 % OT BCeX 3/10KaYeCTBEHHbIX OMNyxo/iel y 60abHbIX B BO3pacTe A0 18 net u
ABNAETCA CaMbIM 4YacTbiIM OHKOJIOTMYEeCKMM 3aboneBaHMeM [AeTCKOro Bo3pacTta. 3aboneBaemocTb
coctasnseT okono 4 Ha 100 000 geTckoro Hacenenua. Mk 3abonesaemoctn OJ1/1y aeTent npuxoanTca
Ha [OLWKObHbLIM BO3pacT (2 — 5 neT npu meamaHe 4,7 roaa). HeckonbKo Yaule 601€0T ManbYymKkn —
cooTHoweHue 1,6:1 ana B -nuHennoro n 4:1 gna T - annenHoro OJ1J1.

B HacToAllee Bpems, BbIKMBAEMOCTb AeTeil C OCTPbIM NMMbOBNACTHbIM Neiko3oM B Y3beKkunctaHe
cocTasnaet okosio 70% (t.e. 70 6onbHbIx Aaetet n3 100 BbI3AOpaBAMBAOT). XOTA MMEEeTCA HexBaTKa
MeANKaMEHTOB N PeaKTUBOB A/1A AMArHOCTUKM. [marHoctuka (400 gonnapos CLUA 3a 1 AmMarHoctuky)
NpPOBOAMTCA MOKAa B OCHOBHOM B Poccvm Ha AeHbrM poauTeneil, U CMOHCOPOB, OPraHM30BaHHbIX
BO/IOHTEPAMM U ODOLLIECTBEHHBIMW OpPraHM3aumammn, doHaamm. ITo nNpousowno Haarogaps TeCHOMY
COTPYAHMYECTBY C KOAJeramum u3 ApyrMx CTpaH, BHEAPEHWID COBPEMEHHbIX MeXAyHapPOaHbIX
NPOTOKO0B XMMMOTEPANUN. Ha ceroHALLHbIN AeHb 00ecne4YeHHOCTb UMTOCTaTUYECKMMIM NpenapaTaMmim
n npenapaTtamm ana CONPOBOANTENBHOWN TepaBnuu no Pecnybnnke coCTaBnAeT
25-30%.

Atamanap

= VYTkup aumdobnact neikos (Y/171) — By KOH MWNab YnKapul TUSMMUHWUHT XxaTapau Kacanamru 6yamb,
y XyXalpanapfaH - aumébouns avddepeHuUMauMA  YMBUKIAPUHUHT  KOH MWwaab  YMKapyB4m
YTMULAOWAAPUAAH YCUMTa KNOHMHUHT Nanao 6yamwmaaH nbopart.

* Ph-myc6at Y11 (Ph+-YNN) — (9;22) (q34;q11) TpaHcnoKaumack 6unaH keuysum Y11 — sa BCR-ABL1
XMMEP FEHWUHUHT LWAKANAHNLIN.

= BCR-ABL1-ra yxwauw Y1 — Y knuvk rypyxu 6yan6, (9;22) (q34;q11) TpaHcAOKaLMACKra 3ra amac,
6upok BCR-ABL1-mycHat ¥/1/1 ra yxwall reH akcnpeccuack npoduav 6unan ABL1 Ba JAK2 TMPO3UHKMHA3
CUTHaN WNYANapuUHUHT paonnawysmniaH gapak bepaan. CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB Ba
HOoLWKaNAPHUHT peapaHKMPOBKacK (PeKOMBUHALMACK, KaliTa TapTMbra CONMHULWN) Ky3aTUNaaN.

» ITY-V/IN - apTa T-xyxaiipa yTMUWO0WNapUaaH Kenmb ynkkaH Y11 (early T-cell precursor ALL — ETP-
ALL) 6ynnb, y3ura xoc ummyHodeHoTunra ara (CD3 mukn xy*kanpanapaa, CDSHMHE NacT aKCnpeccmacu
(kammaa 75%), CD1a Ba CD8napHMHI 3KCNPECCHMACK ETULLIMACANTI, MUENOWUA, aHTUTeHNaP Ba YTMULLAOLL
XyXanpanap aHTUreHnapuaaH akanam BUTTacMHKUHE akcnpeccuacn (CD13, CD33, CD11b, CD117, CD65,
CD34, HLA-DR).

= TYAUK PEMUCCUA SKCTPameaynnap 6enrmnapHuUHr MYKANMM xamaa cysak nanrnaa 6owka KoH nwnab
YMKapUW ycumTanapmra Hopman Hucbataa 5% 6nact xyxkampanap 6opamrn BunaH KaCaNIMKHUHT Xeu
KaHOan KNMHUK 6enrmnapn / KYPUHULLK RYKAUTUHWU aHMAaTaau.

= MOnekynap pPemMuccua Cyak WAUMMAQ YTKUP NEeMKO3HUMHI AaCTNabKM aHMKAAHTaH xed KaHZaw
MOSIeKyNAap Benrnnapmn ceanamaraHaa TyAnK KAMHUK-TeMaTONOrMK PEMUCCUAHN aHrNaTaau.

= Peunams YCMMTa XyKaWpanapuHu CUTONOTMK ycynnap OunaH aHUKAAWHWHT MMKOHW OynmaraH
0aBpAaH KEMWH nenkemuns BunaH OOFAMK MMMYHODEHOTUNAM MOPdONOTrMK aHUKNaHaauraH Gnact
Xy*KarpanapuHUHI Nainao 6YAnmnHM aHrnaTaam.

= Cyak navrn peumamsn — Oy cyak mamrnga 6up BakTAa PEMUCCUAHWHI KOHCTATaUMACKMAAH CYHT
MATHUWHT 3apapaaHnLINCK3 Ba/EKM BOLWKA IKCTPOMeAy AP WMKACTAAHUWAAPCK3 25% Ba YHAAH KYNPOK,
yeumTa numbobnactnap 60pAUIMHN aHUKAALL.

= MAT-peunamsn (HeMpopeunams) — UMTONOTMK TEKWWUPYB NanTMaa NIMKBOP (MUA CytOKAUMM)aa
nmmdobnacTnapHUHI Nango 6yauwKM, WyHUMHrAeKk OoWKa Kacanauvknap Ba WKMKacTiaHuwnap bunax
H6oFANK BYMaraH HEBPOOTUK CMMNTOMaTUKa (anomatnap). Arap KT / MPTaa mMua MYKK WaKAAaHULWN
6ynca xamaa NMKBOP (MUA CYIOKAWUIN), KOH Ba CyaKk uaurnaa 6nacT xyskahpanapu 6yamaca, MATHUHT



N30NAUMANAHTaH PEeUMAMBUHM TalIXMCAAW YYyH TUCTONIOTUK TaCAuK €KUM MUSHUHT Butta doToHAU
amunccnsack KTHu onmuw Kepak. Cysak namrnaa yeumra 61acT XyxKapanap COHM 5% Kam BYAULLIN Kepak.

= TecTUKYNAp peumnams — 61p EKN MKKM TOMOHIaMa OFPUKCM3 MOSIK Nanao 6ynnb, cyak nanrnaa <5%
ycumTta ammoobnactnapn bopavrmaa nanbnauma namTuaa YHWHE 3UYUTM Ce3nnapiv  Aaparkaja
owraHnaa, byHaa mapkasuii acab TU3MMKM WMKACTIaHMaNaM, U30NAUMANGHTAH MOAKHUHT peLnamBsu
aHUK/IaHaZM Ba TMCTO/IOTMK TaCAMKHM Tanab Kunaau.

* BUpnaWTUPUAraH peunausnap: xap XU IOKanM3aumanary  MKKM - €KUM  YHO3AH  OpTUK
WMKACTAAHUWNAPHUHT  KOMBUHauusacK  (Bupukmacu). BupnawTnpunrad peuuamsnap aeb  cysk
NAUTMHUHT 5% Ba YHAAH KYNpoK ycumTa aimmebobnactaap 6unaH WMKacTAaHraHAurmra antuaaan.

= KeuyukkaH peunavs — Oy napeapuiall Tepanuacy TyraraHnaaH CYHr ONTK O KM yHAAH KYn BaKT
yTray nango 6ynaamraH peuuans.

= 3pTa peunams — napeapuvliall TepanuAacu TyraraHWaH CyHr OATWM OM YTMacuZaH aBBan Manao
oynaguraH, 6upok Tepanus b6ownaHMwngaH 6ownab 18 ol yTraHWaaH KenuH Kang, sTuaagurad
peumams.

= Myaa spTa (YTa apTa) peunams — Tepanua 6olwNaHraHNMAaH KelnH 18 ol numaa puBONKNAHaAMMaAH
peunamns.

= Monekynap peumams — 6y KNMHMK Ba reMaToNOMMK PEMUCCUAHWUHT @aBOM eTULLIN GOHMAA MKKM MapTa
TAKPOPUN (KMCKA BaKT OpanufMa YTKasWAraH) Taxaunga YTKUP NEeNKO3HWHI aactnab aHWKIaHraH
MOIEKYAAP MapKep (benrn)napuHUHr nango 6yamwm.

= KacannMKHUHT muHnman konausu (KMK; minimal residual disease — MRD) — pemuccus xonatmaarm
bemopaa Aomnit MopdoNoruK ycyannap bunaH aHMkNaHmamamran, OMpok tokopu cearnp nabopaTopma
TexHonoruanapu (pean BakTaa M3P Ba / €KW Kynm paHravM UMTOMETpUs) épaammia aHWKAaHaaMraH
NeNKeEMUK XyrKanpanapHUHT KONOMKAAPN MaBXKYAINUTN.

= BoKeacu3 oMoH Konuul (event-free survival — EFS) — nasonaw 6ownaHrad KyHaaH 6ownab xap KaHaan
"canbuin" xoamcarava Exkm OBEMOPHUHI OXMPTM MapTa KYPWUHTaH KyHurada xmcobnaHagu. "Canbuin"
XxoAmca aAeraHaa, peumams, Xap KaHaan cabab 6unaH Yamm, MKKMHYM YCUMTAHUHE PUBOMKAAHULI W EKM
pedpakTepank (Tepanma GaéHHoMacuaa OenrunaHraH BaKT MYMAad TYAUK PEMUCCUSHUHT UYKAUTI)
TyLWYHUAAAM.

= YMymuit omoH Konuw (overall survival — OS) — naBonaw 6ownaHraH KyHaaH 60owwnab 6eMOopPHUHT Xap
KaHOoan cababra Kypa BadoT 3aTUlMrada xmcobnaHaan. TakamMpu HomMabaym 6Gemopnap TUPUK
3KaHAMKNApW Mabaym BYaraH nantaa TeKWMpMAaam.

* UHAyKuma — 6y 6owNaHFMY AaBONAHNULW AABPU, MHAYKUMA AaBPU AeMMaaam — yHUHT Makcaam yemmTa
MaCCaCMHM 3HT Te3 Ba Ce3MNap/Iv Aaparkaaa KaManTUpULL Ba TYIUK PEMMCCUATA PULLINLLAND.

= KoHCO/MMAaumMa — VYycumTara Kapliy 3pULLIMATAH TabCMP Ky4MHM MyCTaxkamiallira KapaTuarad
TEPANUAHUHT MKKMHYM DOCKMYM. By AaBPHMHI MaKcaan WMHAYKUMAZAH KEeWWMH KONraH NerKemuK
Xy»Kalpanap COHNMHM MNOXKM Bopmya KamanTMpuLlaaH nbopar.

= [lapBapulunall Tepanuacy (MycTaxkamnoBum Tepanua) — 6y KMYMK Ao3anapaa AaBOMUA UMTOCTATUK
Tepanua 6yamnb, axTMMOANI KOAMD KeTraH YCUMMTa KNOHWUHUMHI KOAAUFUHW Napyanall Ba MYK Kuauwira
KapaTuaraH.

MKB-10 6yiurua KognaHUwwu
C91.0 VTkup AMmdobnacT neitkos
Tabpudu, aTMONOrMACHK, 3NUAEMUONOTUACH

Y1kup numdobaact nenkos (Y1) xyxaiipanapgaH, abHu aumdouns dapknanuw (anddepeHumposka)
YM3UKNAPUHMHE KOH MLWNA6 YMKapyBUM YTMULLAOWANAPMAAH YCUMTA KAOHUHWUHE CYsSiK MAMrnaarm bolka
A0PO Xy)Kanpanapu snemeHTAapUHUHT 25% Kam 6yamaraH MMKAOPWMHWM TalKMA KmMamb, HazopaTcu3
Kynammwm xamga ywoby kapaéHra Typ/iM ab30 Ba TUIMMIAPHWUHI (xap KaHv4al NoKanusaumagarv



MMPONA TYKMMA) Kanb sTUAUWN MYMKUHAMUTM BUnaH TascubaaHaauraH, WyHUraek, Tabuni pasmwaa
MyKappap yanmmra onmb KeayBYM KOH ULLNa0b YMKApULL TUSUMUHUHT XaTapan Kacananrmm xucobnaHaan.

VN1 pUBOMNAHULWMNHUHT aHUK, cababnapv HOMabayM. Xap XWUA MONMANMKAEP (reHeTUK, BMpYyCAW,
pPaaMaLMOH, KUMEBMA GU3MK TabCMp Ba OOWKaNap) OMUANAPUHUHE 3SXTUMOAUN TabCUpU KYpub
YMKMAraH, BUPOK, ynapHUHT Y11 pUBOXKNAHULLMIA aHWUK TabCUPK X03MPYa aHMKAaHMaraH.

3amMoHaBuI TyllyHYanapra Kypa, Y/I/IHUHF naToreHesn remaTonoeTuk (KOH UWnab YnKapysun) nnams
Xy*Karpaam MmyTaumacura acocnaHraH 6ynmob, by xyxanpanapHu Hopman ¢apkiaw (amddepeHUnpoBka)
KOBUAMATUHM MYKOTULLIMIA XaMaa nponavdbepauma Ba anonTos »KapaéHnapuaarm bysmanwnapra onmb
Kenagu.

MyTaHT KNOH OAAMIMA TeEMATOMNOETMK XyyKalpanapHM CUKMO 4YmKapub, ByTyH remomnoesHn srannanau.
Ofanii reMaTonoeTuK XyXalpanapHUHT CUKMO YMKApPUAWLWK Ba yNapHW eTUAMLITa Koamp OyamaraH
YCMMTa  Xy)Kalpanapu 6unaH anmawTUpUAnWK Tabumii paBuLaa aHEeMWsA, TPaHyI0LUUTONEHMS,
NMMMONeHNa Ba TPOMOOLIMTONEHUS PUBONKNAHULILN OMNaH nepndepuk KoHaarn eTyk XyxKapanapHuHr
KamMaiimwura onmb Kenagu, 6y TEMULIAN KAMHWUK TacBMpAa HaMo&H 6Ynaaun. YcumTa xyskaiipanapu cyak
MANTMAQH YNKMO, TYPAM ab30 Ba TYKMManap (Tanok, xurap, numoa TyryHnapu, TMMyC, MapKasuii acab
TM3numn (MAT), Tepu Ba BoLiKanap)ra ytmb KeTuin Ba TapKaamwm MyMKAUH.

VNN 18 éwraya 6yaraH 6emopnapaary 6apya xaTapau YCUMTanapHUHE TaxMUHaH 25% TallKua 3Tub,
H6onanapaa aHr Kyn yypanamraH oHKONOMMK Kacanauk xmcobnaHaam.

Ywoy Kacannmk bunad KacannaHuw xonatnapm 100 000 Hadap 6onanapaaH TaxmuHaH 4 Hadapuaa
yypanau. bonanapaa Y11 6unaH KacaanaHuw YYKKMCKM MakTabraya 6yaraH naitra (Yptauya 4,7 mun
6unaH 2-5 éwnapra) TyFpu kenagu. Yenn 6onanapaa by Kacanamk HucbataH KYNpokK yupaiam — B-3ukau
YN yayH 1,6:1 Hucbataa, T-3ukam Y11 yuyH aca 4:1 HucbaTtaa.

TacHudwm

YNNuuHr mopdonoruk tacHudu (FAB-knaccudukauma):

= L1 —muKponumdobnact BapuaHT 6yanb, nMmbobaacTNapHUHT KUYMK Ya4amm BUNaH, KUYKK,
AXLWM KYPUHMaUOMIaH HyKAeonananapra ara EKM yMymaH ynapcms AAPOHUHT KYMPOK TYFpu
WakAn bunaH (bab3aH NapyanaHraH 6y MWLM MyMKKH) axkpanmb Typaam; tokopm (20-25%
YNNpaaH kyn 6YamaraH) aapo-naasmaTnk HucbaT BunaH xapaktepaaHaau.

= |2 —Kynpok y3rapyByaH. KynuHya numdbobnactnap AMameTpu KaTra; YIapHUHT 44p0CK
TapTMOCK3 Waknaa (napyanaHraH 6yaunwn mMyMmKkuH); Hykneonnap (ogataa 6up HeuTa) EpyFanK
MUKPOCKOMMAA aHWK KYPUHAAW; TYCCU3 LMTONAa3Ma, YpTada mukaopaa (Y/ITHuHr 6apua
Wwaknnapu opacnaa 70% xonnapaa).

* |3 — V11 xonaTnapuHuHr 5% aaH kamposu. Jiumdobnactnap Katra, bepkuT numdomacura
yXWalw; yNapHUHT AApONapuM MyHTa3aM Waknda (anaHa €k oBan WakAMAa); KaTTa aHWK
HyKkneonanap (bup éxknm HBUp HeuyTa), eTapauM MUKAOPAArM UMTONAa3MaHWHr Hasoduama Ba
BAKYO/IM3aLMACK aHUK KYPUHAAM.

HCCTra kypa, 6onanapaarn yTrkmp nMmbobnact NEMKO3HMHI TaCHUOU YMYMIbTUPOD 3TUAraH 6ynmo,
Hapua yuyH bapobap:
*  B-xyKaiipa yTMUWAoWAapuaaH kenmb ymukysuun Y1 (BY-YN)
o Xeu KaHaam y3ura xoc xycycusatnapcus (NOS — not otherwise specified)
= LINTOreHeTUK KUYMK rypyxiap
o 1(9;22)(g34;q11.2); BCR-ABLL, Ph+-ALL
o t(v;11923); KMT2A KaitagaH Taptbra kenmwm (asean MLL)
o 1(12;21)(p13;g22.1), ETV6-RUNX1 (assan TEL-AML)



rmnepaunionams bunax
rmnoamnaonans 6unax
t(5;14)(931.1;932.1); IGH/IL3
t(1,19)(q23;p13.3), TCF3-PBX1
«wapTan/pactnabkm» KMUmK rypyxiap (provisional entity)
BCR-ABL1-ra yxwauw
o iAMP21
»  T-xyxaiipa YTMUWwAoLWNapuaaH kenmnb yukysum Y (T-Y1)
o «waptan/mactnabkm» KMUnK rypyx (provisional entity)
o OJ11u3 apTa T-xyxKaiipa yTmuwaownapmaar kenunb ymkysum Y1 (ETP-ALL)

O O O O O O

AHbaHaBuI Tap3aa, Y/1/1 B-xyxKaiipa yTMuwaownapuaan keamb ymkysum Y1 (BY-YN) u T-3ukam Y1
(T-YNN)ra axpaTtunaan.

WCCT TacCHUOUMHWMHT oxmMprU Kypub umkuamwmaa (2016 Wunga) BY-Y/lgaH axpab umkaguraH
LMTOreHETUK KUYMK Typyx/lap opacuaaH MKKUTa AHMM KMYMK rypyxaap Kywunrad: BCR-ABL1-ra yxwal
(ékn Ph-yxwaw Y1) Ba iAMP21 6unan 6yaraH BY-Y/I/1 (21-XpOMOCOMAHMHI XPOMOCOMa-NYKM
amnanduKaumacnu).

T-YNI/1 opacvaaH anoxpaa reHeTUK KWUUYMK Typyxaap apaaub UMKMalaW, NeKWMH, KacaANMKHUHT
NPOTrHO3Mra TabCUp KUAULIM MYMKUH 6yarad TALL, TLX1, TLX3, LMO1, LMO2 Ba 60LWKa reHAapHUHT
peapaHXepoBKacKM Kabu Kyn ydpangurad mytauuanap, xamga NOTCH1, FBXW7, PTEN reHnapuaaru
MyTaumanap TascudnaHagm. KCCT TaCHUDUHUHT CYHITY BepcuAacura Kypa, T-Y/1/1 opacuaa Yy3ura xoc
MMMYHOPEHOTUMra 3ra 6yaraH apTa T-xyxalpanap YyTMuwaownapuaaH keamb ynkkaH YJ/1/1 anoxmaa
akpanub Typaau (early T-cell precursor ALL, 3TY-YN).

dapknanmanamran YN (anddeperumananmaianrad Y1) YIIJIHUHT reTeporeH rypyxmHW TalKuAn
KMnaan. Maskyp BapuaHTAa 6nacT XxyKalpanap VTKMP NEeMKO3HMHT Anmdoua Ba  mMuenoum,
aHTUreHnapura xoc 6yaraH mycbat (MycbaT) UMTOKMMEBUA peakumanapHM nanao Kuamanau. Ynap
AMdGepeHUMPOBKAHUHT Y €KUM Oy YM3MFMra ab30aUrMHKU Benrnnab GepyBuM y3ura XoC KYn-KAOHAM
aHTUTaHayanap OwunaH peakumara Kupuwmanam, TdT-mycbaT Ba TdT-HeratMeB OYAMLWM MYMKMH,
LUMTONNA3MATUK UMMYHOTN06YAMHHM Mboaa (akcnpeccua) kunmanam (1g).

KAMHWK KYpUHULL

KacanaMKHUHT aHAaMHE3UHUHT OaBOMUMAUTM BUPUHUYM KAMHUK Benrmvnap nango 6yaraH nantaaH
6ownab TawxmcHM mopdosorMk BepudmKaumacmradya bup Heva xadptagaH OmMp Hedya oMnapra Kagap
[1aBOM 3TaZM. KaCaNANKHUHT KNUHUK KYPUHWLLM CYAK UANTN GYHKUMACUHWUHT OY3MAMLLM Aaparkack BunaH
(aHemuA, remopparmk CUHAPOM Ba Xap KaHAal OFfMPAMK Japarkacuaarn MHOEKUMANAPHUHT
PUBOXKNAHMLLM) Xama YCMMTa Maccacy MaBXKyaamrn bunat (ab3oomeranus, nepndepmk KoHaa ycumTa
Xy*KapanapuHUHI KaTTa MUKZopAa MasXyaaurn, nmmdboaaeHonatma, YyMypTKa Ba KyKkpak Kadacwu
opanufn KaTtanawmnim, MAT, Tepu, MOAK, TYP NapaaHUHT NeMKeMUK MHbUAbTpaumacK) benrmnaHagn.
Bab3m xonnapaa CyaK WMKACTNAHUWKM BrnaH 6OFANK OFPUK CUHAPOMMUHUHT PUBOXKAAHMULIIN Ky3aTUNAON.

narHoctmkacu

KYynnab TaBcus aTMnaamraH AMarHOCTMKa ycaybnapu (Aanvnnap UWOHYAUMANTL Xxamaa TaBCUANAPHUHT
acoC/IMNNIL AaaskacHy Baxonalw wkanacura MyBodUK) KAMHUK TaakukoTtnap (KT) eTapavya masxkyag,
amacnnrn cababnm xanm TYAnK Y3 McOOTMHM TonmaraH. JIeknH WyHra Kapamak, yiap Talwxmuc Kynuu sa
[1aBONALL MEXaHN3MMHM TaHNaWAa 6EMOPHM TEKLWMPULLHMHT 3apyp SNEMEHTNAPU XMcobnaHaan, YyHKM
Xanu byHAaaHAa camapany Ba TacAMKAAHIaH ycynnap nwnab YnkuamaraH.
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Tawxumc Kynnw mesoHnapu

VNN Tawxucn (Tervwnn anmdobnactaap MopdoNOrvK Ba LMTOKMMEBWMI Benrmnapura kypa) cysak
nnnrmaa (CU) 25% Ba yHAQH KYNpoK 61acT Xxysalpanapu aHWKNaHraHga ypHaTunaau. bnact
Xy»Karpanapn MMMYHODEHOTUNM aHUKNAHULLIMIA Kypa, UMToMeTpuAa épaammaa numeobnactinapHUHL
UMBUKAM anokagopaurn benrnnaHaan (T-Y1N, BY-Y/1). Monekynap-reHeTUK TafKMKOTAap acocuaa
LMTOrEeHETUK KMYMK Fypyxap aHUKNaHAON.

Wwnnnuk Kaatnap (6ypyH, MWAKNAp, OWKO30H-MYaK B.6.)AaH KOH KeTuWwW, Tepuaa remopparuk
CMHAPOM, PaHrM YYraHnuKk. bnacTt XyxampanapuHUHT AMmda TyryHAapu Ba MapeHxMman ab3osapra
TapkaaMwm numdageHonaTnara, KOPWUH OFpPUFM OMNaH HaMOEH OYAyBUYM KUrap Ba TaNOKHWHTF
KaTTanawuwmra, 6YFUAMLWL CUHAPOMUHUHI PUBOMXKNAHULLM BMNAH YMYPTKA Ba KYKpak Kadacu opannsu
KeHranuwwura, y¥mn 6onanapaa MOSKNAPHUHT KaTTafalwnwm onnd kenaau.

YN 1okopy BOCKUYMHUHT KIMHUK 6enrvnapm beluTta acocuii cuHapomnapaaH nbopar:

" rMNepnaacTuk (Anmoa TyryHNapu, Xurap Ba TaNOKHWHT BapKapop Ba OFPUKCM3 KaTTanawysm (30-
50%). 4 paH 1 6emopaa bogomcumoH 6esnap, ageHonanap, KopuH 6yWwaAnF1 numea TyryHAapu Ba
YMYPTKa OunaH KyKkpak Kadacu opanuinm ammda TyryHaapu OVFMauw cuHaopmnapu bunad
KaTTaNaluwmn KysaTunaan. ymnagaH, 6upnamun Ylpga 5-30% xonnapaa Veun 6onanapaa
MOAKNAPHMHI AacTNabKM KaTTanallyBu Ky3aTunaau. Tepuaa KU3FULL-KYKULL paHraarM Towmanap
KVPUHULLIMAE NeNKO3 UHPUAbTPaTAapK (nekemnanap) nango oynaan. JlemkeMmnk MHUAbTpaLmsa
HaTuKacuaa Oyhpaknap ceswnapau Aapaxada KaTTanaluy MYMKWMH, KaMAaH-Kam Xonnapaa
SHAOKAPA Ba 3NMKapg, WYNNAPUHUHT BepKUAMWMAa MWOKapd WMHOUALTPAUMACK Ba MMPUHIIM
nepuKapauT Nanao 6Yanwm MyMKMH. TUMYC KM YMYPTKA Ba KYKPaK Kadacu opanusn KaTTanawmwm
T-xyskaiipanu Y/1/Tra xoc 6Y1u1b, Yrka TYKMManapuHUHT NeiKeMUK MHOUABTPaLLMACK pYit Bepuium 8Ku
ynapra KOH KeTUWMN MyMKUH;

= remMopparvk (Tepu Ba WWAANK Napaanapaa aHWK Ba KUYMK AOFNAp Nalnao 6yamwmaaH TopTtmb, OypyH,
6ayaZloH, OWKO30H-M4YaK, Oyipak Ba OOWwKa ab3onapaaH (Kym) KOH KeTuwwura Ba MUA KOH
aMNaHULMHKHI YTKMP By3mauniumraya Kaaap);

" QHEMMK (XONCWM3NUK, NaHXAWK, OOW OFPUFM, Tepu KaTAaMAapu PaHIMHUHE YYMLWIKM, WWTaxa
NyKoNMLWN);

" WHTOKCWKaLMOH;

" UHOEKUMOH (oKyman) acopatnap (YTKMp nenko3 6unaH KacannaHraH 80-85% 6emopnapaa
Ky3aTunaam). baktepuanapaaH kennb 4ymkyBum MHdeKuMoH acopatnap 70- 80%HM TalKWUA Knnagm
(*kymnaZiaH, NMHEBMOHMA, Cencuc, MmpuHraap), smpyc (4-12%) sa 3ambypyf (18-20%) reHesmaaH
Kenmb YMKyBUM OFMpP MHOEKLMOH acopaTtaap. YyKkyp HenTponeHna 6unaH a3ob 4ekyByun bonanapaa
aHUKNaHraH 6esrak nHdekuma bopamrnaaH ganonat bepaam).

= OFPUKAN CMHAOPOM (OCCAaNTMa W apTpanrvanap, KOpWH coxacuaarm ofpuknap). Cysk napgacu Ba
OVFMM napgacu nemkemuk MHOUNbTPALMACK, CyaKknap MHQAPKTAAPW Ba CYAK UANTU XAaKMUHUHT
WML KaTTanalwysu OFpuKAap Nanao éynumwunra onmb kenaau.

LLInkoAaThap Ba aHamHes

YN /ra wybxa kuavHraH 6apya 18 éwra TyamaraH 6emopnap xamzaa Y/I/1 aHuknaHraH 6apya
5C 6emopnapaaH ynapHUHT remaTonor / OHKOoMora xap Tawpuduaa KoH Ba KOH MLLNAb YMKapuL
ab30/1apn Kacal/IMKNapura ona, aHamMHes Ba WMKOATAAPUHN MUFUD OnnW TaBcKA 3TUNaau. by
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HEeMOpPHUHI X0NaTUHK Haxonalra xamaa AaBonal TaKTMKACMHM aHWMKAAWAA TabCUp KUAULIN
MYMKMH BYNraH OMUANAPHM aHMKAWra épaam bepaam

Y1 yuyH aHaMHe3 OAuLL X03MpAa EKW aBBaN Tepanua amManra OLMPUATAHANIU, XaMpPOX KacaIMKap Ba
CYPYHKa/IM NaToONOrMA MaBXyanurn, 6emop KapuHAownapuaa CapaToH Kacanamrn 6Hop-nykamrm
bopacuaa TYMK MablyMOTAap MUFULLIHM Hasapda TyTadau. OUNaHUHT 3NMAEMUONOTMK aHaMHE3UHN
aHUKNaLW Maxkbypuinanp: OyHra swal WapouTiapn, aTpod-MyXUTHUHT CaHUTAPUA-TUTMEHWUK Aaparkach,
AKMH KapUHAOOWAApPUAA CYPYHKAAW HOKYMAW KaCaaNMKAAP MaBXyaaurn TyFpucMaa MabaymoTiap
KMpaau. BeMOpHUHr KaepfaH KenraHWHW aHuKAaW Kyda Myxum: yihngaH €ku Oowka Trubouin
MyaccacanapdaH. Arapaa 6emop akMHaa 6owka wudoxoHanapaa AaBonaHraH 6ynca, TepanmAHUHD
Hapya TaPpCUNOTNAPUHU, XyCyCaH, MHOEKLMSATA KapLin TePannsaHn, WYHUHTAEK, KaTeTepusaLns, HapKos,
NHTYBaUMA, YNKanapHU CYHbUI BEHTUASLMANALW Kaby Xap XM AaBO0BUYM-ANATHOCTUK MaHUNYAAUMUANAP
OOP-MYKAMIMHM aHUKAALL XKyda 3apyp.

dunsurKan TeKWnpyB

YN /Tra wybxa KuanHaéTran 18 éwraya 6yaraH 6apya bemopnap xamaa Y11 aHnknaHraH 6apua
6emopiapaa yNapHUHT J4acT1abku Ba KaiTa Tawpuduaa KacaaMKHUHT TapKaAULLMHM aHMKAaLW

5C Ba GEMOPHUHT X0MAaTUHU, LY KYMAaAaH anoxuia ab3osap Ba TU3MMAAP X0MaTUHM Baxonall
MaKcaamaa BM3yan TepaneBTUK KYPWK, TepaneBTUK Manbnauus (nainaciail) Ba TepaneBTUK
ayCKy/bTalLMA YTKa3uLL TaBCcMA 3TMNAAN

YMYMUIA KYPUK BEMOPHUHT YMYMUI SKUCMOHWUI X0NaTh, 6YIMK Ba TaHa BasHW, Xxamaa HOapya ab3o Ba
TU3UMAAPHUHT XONAaTW, LWYHUHIAEK, HEBPONOTUK XOoNaTuHW Hatadcun HaxonalHWM Hasapaa TyTaaw.
Anoxmaa 3bTMOOPHM aCOCUIM KaCaNMK KYPUHWULLNAPWUHKM Kang, 3TMb Hopuwra (KaTTanawraH ammoa
TONANAPUHKUHT Bapya rypyxaapu TaBcudu (Yndamnapu bunaH), xurap Ba Tanok ya4amm — caHTMMeTpAa
KOBYPfa EMWHWHI MacTKM YeTuaaH YpTa KNaBUMKYNAp YM3nK 6yinab, yimn 6onanapaa MOAKNAPHMHTE
ynyamu, Tepuaa nenkemumanap 6op-Mykamrn) Ba MHOEKUMAHM NaMA0 KUAWUWKM MYMKUMH OYaraH
OMUIIAPHN aHWUKNALITA KapaTULL I03UM.

TeKkwwupysnap pymxatu

AmbynaTopuma WaponTUaa amanra olwupunaanraH acocuin (maxxéypuii) AMarHoCTUK TEKLLMPYB:
" YMYMUI KOH TaxIMAuM (CypTmaaa nenkopopmynaHm, TpomboumTaapHm xmucobnal);
" MMenorpamma.

AMbynaTtopuma WaponTMaa amanra OWUPUNAANTaH KYLUIMMYA AUarHOCTUK TEKLWMPYBAAp:

" YMYMUI Newob (CMnamk) Taxannm;

= KOary/norpamma;

= KOH Irypyxu Ba pesyc daktop;

" OUMOKUMEBUI KOH TaxaUAM (YMYMUIA OKCUA, anbbyMUH, YMYMUNA BUANPYOUH, TYFpu BUAMPYOUH,

KpeaTUHWUH, Kapbamu, (MoueBMHa), ANaT (anaHMHammHoTpaHchepasa), ACaT
(acnapTatammHoTpaHchepasa), raokosa, /1Al (naktataermaporeHasa), C-peakTuB OKCUA, ULLIKOPAK
docdoTaza);

=  Bupycau renatutaap mapkepnapura UOT (MMMyHObDepMeHT Taxann);

=  OWBra NoT,;

= [epnec rypyxu smpycnapura NOT;
= OKT;
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" KOpPWH BYWwAnsn ab3onapu YTT (3Kurap, TanoK, OWKO30H 0cTh 6e3n, YT nydarn, niumdaTnk Tonanap,
bylpaknap), aénnapaa — KM4nK Toc YTT;
= KYKpak kadacu ab3onapu peHtreHorpadpuacu.

Tawxuc, NPOrHOCTUK oMmuanap Ba 6EMOPHUHT YMYMMUIA XONATUHU aHUKAALW Y4YH CTalMOHap WapouTaa

amasnra owmpunaguraHd nabopartop TekwuUpysnap:

" YMYMMUIA KOH Taxmam (cypTmada NekopopmynaHn, TROMOOLUTIapHK Xxmcobnall);

" MMEeNorpamma;

= 6/1aCT XyXanpanapHUHI UMTOKUMEBUIM Tekwmnpysn (MO (muenonepoKkcmaasa), rankoreH, ansda-
H3, Kopa cyaaH);

" OKMM UMTOPAYOPUMETPUS ycaybu Eépaamuaa  “YTKUP NieMKo3nap y4yH MMMyHodeHoTMMAaLL
naHenn”;

= CTAQHOAPT LUTOreHETUK TeKLLIMPYB;

= FISH ycnybu épaamuaa TEKWNPYB Ba MONEKYASP-TEHETUK TEKLINPYB;

" HLA-Tunnaw;

" YMYyMUIA Newob (CMMAMK) Taxauam;

" KOH rypyxmu Ba pe3yc GaKkTop;

= Koarynorpamma;

= KOH Naasmacuaa aHTUTPOMOUH IlIHM aHMKNaL;

®  KOH nnasmacuaa D — aumepnap AaparkacMHU MUKAOPUA aHMK AL,

" OUOKMMEBUIM KOH Taxinan (okcua, ansbymmu, AlaT, ACaT, bunnpybuH, nwkopuin docdatasa, IMTI1
(ramma-rntoTamuMnTpaHCNenTnaasa), KpeaTWHWH, Kapbamua, (Mo4yeBMHA), CUWAMK KUCAOTacw,
sanektponuTnap, 145, riokosa, C-peakTns OKCUA, UMMYHOTI00YANH G, A, M);

= Pebepr npobacy;

= Bupycau renatutra NOT;

= OWBra N®T.

Tawxunc BepudUKaUMACK CyaK UAUTM Ba NepudepurK KOH CypTMAcK UWMTONOTUK Ba LUTOKMMEBWIA
TEKWUPYBM,  CYyAK  WAUMU  XYKAaWMPANapWHUHT  PaHrOOpP  OKMM  LMTOMETpUACKM,  YCcMMTa
AMMMOOBNACTNAPUHMHT  UMTOrEHETMK Ba  MOJIEKYNAP-TEHETUK TaxuauW  épaammaa  YTKasunaau.
[narHocTMka [gOaBpu 2 CcyTKagaH OWMACcAUMM  N03MM  (LMTOreHeTMK Ba MOEKyAAp-OMONormK
TeKWMpyBaap byHAaH MyCcTacHo).

YNNra wybxa kuavHaéTtraH 18 éwrava 6yaraH bapua 6emopnap xamzaa YJ/1/1 aHWKNaHraH 6apya
bemopnapaa Aactnabku Kabyn BakTMaa Ba XT (KMméEtepanua) YTKasuw nantuaa Hatadeun
Maxxbypuin anddepeHumanaHraH (bapknaHraH) nemkoumtaap xmcobu (nerkoumtap dpopmyna)
6unaH yMymuin (KAMHWUK) KOH Tax/JIMIMHW ONULWL TaBCWUA 3TUNaAM. by TawxucHu BepuduKauma
KManwra  (aHuMKANawra), TepanusaHM  HasopaT  Kuauwra, bHemop  OunaH  mwnaw
TaKTUKANAPUHWU/YCYyNNapUHM MWNAb YNKMLWra MMKOH bepaan

5C

YMYyMUIA  KOH  Tax/MAW  MabaymoTnapu  épaammaa  TPOMOOUMTOMNEHMA  Ba  aHEMUAHWHT
ndoaanaHraHAMIiMHM 6enrvnaiw, xamaa KOH KOMMOHEeHTAapu 6unaH anamawtmpu (YpHUHKU Bocui)
TepanuACUHK YTKasuLL 3apyp/3apyp 3MACAUIUHN aHUKAAW MYMKUH. Tepanua 6ownaHnwmnaaH onamH
YMYMU NENKOLMTNAP MUKZAOPW Ba BaacT xy*anpanap 60p-NyKaMrM KeimmHrn 6ockmyunapHn benrmnatu
(cTaamanalu), xaBd ocTmaa 6YAraH rypyxHu aHMKAALW Ba OKWMIOHA TEPaNMAHM TaliMHAaLW YYyH 3apyp.
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YN /Tra wybxa kununHaétran 18 éwraya 6yaraH 6apya bemopaapaaH Talwxmc BepudUKaLmUAach YUYy H
CYSIK UINTU LUMTONOTUK NpenapaTUHN NyHKUMA (AaBonall Ba AMArHOCTMKAa MaKcaamaa Maxcyc
UrHa CYKMLI) épaammaa 0L, KeMMHYaAMK 3Ca CYAK UAUTU CYPTMACKUHM LUUTONOTMK TEKLLMPULL
(Mnenorpamma) TaBcus aTUNaAM

Cyak uaMrm nyHKTatacuaa anmmoons anddepeHuMpoBKa BapuaHTaapuaaH 6upu mopdosornKk Ba
LMTOKMMEBWMI MXxaTAaH ncboTnaHraH 25% opTuK NeMKeMUK XysKaiipanap aHnKAaHraHaa Y/1/1 Tawxucu
Kynmnagum. Cyak nanrm 3-4 aHaTOMMK HYKTadaH acnupauma KuamHagn (cypnbd onmHaam). NyHKUmanap
(Tewuw, urHa Cykuu) y4yH KoBypfa OWNaH KOPWH opacuaarn CysK KaHOT/IAPUMHWHT OpPKa Ba OA4M
KMppanapu oNMHaau.

PAE (PpaHuma-AmepuKa-bpuTaHma 6upnawraH rypyxm)ra acocaH, Y/UTHUHT MOpONOrvK TacHUdK
6ynnda ammdobaactnap 84po yavamu, TYUAULLK, apanallimanap Ba bowka benrnnapra Kypa L1, L2 Ba
L3 rypyxnapra axkpatunagm. Xo3umpru KyHaa 6nact xyKahpanapgarn etunraH B-deHotunam Ba L3-
MOpPdONOTMANU YTKMP NENKO3 XOAXKKMH BYmaraH aMmdomanap rypyxura kKmpaam. YHUHI AMarHoCTUKacu
Ba [1aBOJIAHMLLIN TETMLLAN KNMHWUK TaBCUANAp acocmaa onmb 6opuanwin wapT.

YN /ra wybxa kuanHaéTran 18 éwraya 6yaraH 6apya bemopaapaa Talwxmc BepupuKaLMACKH YUyH
CYSK UMM NPEenapaTi LMTOKMMEBUIA TEKLINPYBUHM YTKA3NULL TaBCUA KNMAMHAAN

NlekeMUAHMHT DOLLKa BapuaHTaapu 6unaH aAnbdepeHuMan AMArHOCTUKA KUAWUW YYyH YCMMTa
XyalpanapuHUHT LUMTOKMMEBUI TEKLWMPYBU MyxuM xmcobnaHaau. bnacT xywavpanapaarv Yaa
HoMMMbOMA, — YTMULIAOW  XYsKaMpanapHUHT  Xan  KWAYBYM  MapKepnapu  xucobnaHaamraH
MMenonepoKcnaasa Ba HocneundmK acTepasaHnHr Gaoaanrm eTMwmanam. LLIYHUHT yuyH xam ywby nKKu
LUMTOKMMEBUI peakUMANapUHN — MUENoNepPoKCKaa3a Ba HocneUumduk acTepasara peakumnsaHn yYTKasuil
Maxkbypui xmcobnaHaam.

YNNra wybxa kmanHaéTran 18 éwraya 6yaraH 6apya 6emopnapAa TalXWUCHKU BepudUKaLMa
KWW, 61acT XyKalpanapHWHE YUM3UKAW  aNOKAAOPAUIMHM  aHMKNALW, MPOrHOCTMK XaBd
OoCTUAATN TYpyx/1ap Ba Tepanua TaKTUKaNapuHu Genrnnall yyyH cysak MAMruaaru remanostuk
YTMULW AOW XyXKarpanapHM UMMyHObEHOTUNAAW TaBCUA STUAAAM

5C

JleMKeMUK KNOHHM aHWK Benrmnaw makcagnaa yTkasnnagamraH MyibTMNapaMeTprK OKUM LUTOMETPUACK
VNN aparHocTUKacuaa mapKasuil YpuHHM arannanav sa YMI (YTkup muenong, neiikos) n MPAL (mixed-
phenotype acute leukemia — apanaw deHOTUNAN YTKMP neikos) bunaH anddepeHuman (dapkiawl)
AVMArHOCTUKaHMW YTKa3uwwra UMKoH 6epub, YIJTHUHT xap KaHAal BapuMaHTAapUHW AMarHOCTUKA KUMLL,
XaBd OoCTMAArM rypyxaapHU cTpaTuduKkaumanaw (axpatuw) xamaa Kennndannk KMK (KacannimKHUHL
MUHMMAN KONANFU)HM aHUKNALW YYYH XKyZa 3apyp Ba Maxbypuii ycyn xucobnaHaan.

Xo3umprut KyHAa YITHUHE MIMMYHONOMMK TaCHUOM YUyH J1eKO3NapHUHT UMMYHOAOTMK TaBCudKM BYinua
EBpona rypyxvHuHr tmMammm (European Group of Immunological Markers for Leukemias, EGIL)
(yarapTupuwnapu 6unaH) xamaa HKCCT TacHudM wuwnatvnagn. Hadakat B-, 6anku T-3ukam Y1
opacuaaH aHa bMp KaH4ya BapuaHTAap axkpanmb umkmb, ynap ycumTa xyskahpanapuHur (BI-BIV Ba TI-
TIV) “etvnraHnnrn” 6unaH dapknaHaam. byHaaH Tawkapu, YI/THUHT apTa T-3UKAM YTMULWAOLWAApUAAH
(3TY-YI11) Kenub YnKyBUM anoxmaa rypyxm xam mMaBxya,

YeumTa xyskaipanapy yCTKM KMCMUAAMM UMMYHOTIOBYNMHHUHT OFUP Ba/EKM eHMMA 3aHKUPAapUHUHT
YCTKM 3KCnpeccuacn 6unaH Keuysum BY-Y/UTHUHr KamaaH-kam yypaiaurad xonaTnapuia bepkuTT
MMMOOMaCH/NENKO3UHUHT  BoWKa anomatnapu Mmasxyg 6ynmanam (®AB TacHudu 6Hynumua L3
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mopdonormack, MYC TeHUHWHT peapaHXMpoBKacK / KalTa TapTvubra Kenuwwu, HoKopW Tesnukaaru
nponndepauma). Maskyp xonaTnapHu pacmaH BIV-MMMyHOBapvaHTura Kuputuwaam, nekuH YIJTHUHT
YMYM3BbTUPOd 3TUATaH AaBONall MexaHW3Mura Kywuwaau. T-Y/I/1 amarHocTMKacK yuyH aHTUreHnap
naHenu anbatta CD1a Ba T-xy»Kalpanu peuentopnapHu (TCR) 3 numra onmwm WwapT.

EGIL 6yinua Y/UTHUHF UMMYHODEHOTUNMK TacHU M, 1995 NN KeMMHYAAUK KUPUTUATaH
yaraptupuwnap xucobra onMHraH

B-3ukau YN
CD19+ Ba/ékun CD79a+ Ba/ékm CD22cyt+ Ba T-O/1/1, OMJ1, MPAL me30HNapura moc

KeJIMaCInK
Bl (Mpo-B-Y/11) CD107ilg g
BIl («Common»-Y/11) CD10%ilg g
BIll (Mpe-B-Y1/1) ilgtlg
BIV (B-Y/1N) Ig*
T-3ukau YN
iCD3* Ba MPAL me30HNapura Moc KeamMac/nk
Tl (Mpo-T-Y1/1) CD2~ CD5~ CD1a™ CD3 TCR™
TII (Mpe-T-Y/11) CD1a-, CD2* u/vnn CD5* n/mnmn CD8*
T (KopTukan T-Y/11) CDh1la*
TIV (ETunaran T-Y/1N) CD3**, CD1a-TCR*~

M30x: i — MapKePHMHT UUYKM XyrKalipa SKCNpeccusacu

VYN/ra wybxa KuavHaétran 18 éwrava 6yaraH Gapya bemopnapaa TaWwxXWCHU BepudMKaLma
KUAULW, ©61acT XyKalpanapHUHT YU3MKAM  aNOKAZOPAUITMHA  aHMKAAW, MPOrHOCTUMK XaBd

5C octnaaru rypyxnap Ba Tepanua TaKTUKaNapuHW 6enrmnail yu4yH cyak UAUTUMHUHT acnmupaT bup
KYDT XPOMOCOMANAPUHUHT  LMTOreHETUK TaZAKMKOTU (KapuMoTMn) Ba MOJEKYASP-TEHETUK
Tekwunpysu (FISH-ycnybu)HM YTKasmw TaBcua aTMnaam

NleMKeMUK Xy»KarpanapHUHT UUTOTEeHEeTUK TeKWMPYBU TUMUK peapaHKepoBKanap (kaWta TapTubra
KEeNMW)HUHT  OYTYH CMNeKTPpUHM aHWKAaW y4yH anbatra KapuoTunnaw, ¢ayopecueHT in  situ
rmbpuamsaumscy (FISH) Ba TT-MN3P ycnybnapu épaamumaa TEKWNPYB YTKA3ULHM Y3 MYMra ONULLK LWApPT.

X031prn KyHaa Kynuaarnm TpaHcaoKaumanap wybxacus KAMHUK axamuaTtra ara — £(9;22)(q34;911)/BCR-
ABL1; t(4;11) (g21;923) /KMT2A-AFF1 Ba t(12;21)(p13;q22)/ETV6-RUNX1, toKopW runepavnionams,
rmnonaouna Kapuotun, 21-XPOMOCOMAHWHI MYKM-Xpomocoma amnandukaumacu (iIAMP21). Bupok,
WCCTHUHT CYHTV KaliTa Kypub ynkuanwmaa BY-Y/1/laa mabaym 6Up NporHOCTUK axamuaTtra ara 9-Ta
LUMTOTEHETMK KUYMK Typyx/iap axkpannb ynkaam.

BCR-ABL1-ra yxwaw Y/I/IHM 6ab3n xonnapaa anoxuaa TepanesTuk onumanap (MexaHM3maap)Hu Tanab
3TYBYM aIOXMAa KUYMK TYPYXra akpaTUAnLLMHN Xxncobra oncak, aactnab CRLF2, ABL1, ABL2, JAK2, EPOR,
PDGFRB Ba 6owKa reHNapHUHT KanTa TapTMbnaHUWMHKW  aHWMKNaW, WyHWHraek |KZF1-natoc
NEeNKO3NAPUHUHT rypyxnHUM axkpaTm (ERG reHmaaH Tawkapy CDKN2A, CDKN2B, PAX5 ékun PAR1 reHnapw
6unaH buprannkaa IKZF1 reHn geneumacMHmn amanra oWwnpuLL (MyK KMauL)) makcaara Mmysobukamp.
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Bowka Tacoauouir 6ynmaraH KalTa TapTUONAHULWAAPHM (aMHUMKCA MYAbTMMAPKasuiM  KAMHUK
TaAKMKOTNAp AoMpacKaa) aHnKNaW Mmakcaara MmyBopuK, BUPOK, TepaneBTUK KapopaapHu Kabyn Knuauiu
YUYH YAAPHUHT KIMHUK aXaMUATU HOQHMKMIMYE KOZIMOK/A.

YN /ra wybxa KunnHaéTran 18 éwrava 6yaraH 6apya bemopnap xamzaa Y11 aHuknaHraH 6apya
bemopnapaa Aactnabkm Kabyn nantnaa Ba XT (xummoTepanma — KUMEBUN Tepanma) YTKasuamLm

5C BaKkTMAa OFfMp remMopparvk/TPoMBOTUK  acopaTNapHUHE  PUBOMAAHWUIWNW  SXTUMOINHM
OVAarHOCTUKA KUAWUW / aHWMKAAW Y4yH Koary/siorpamma (remoctas TUSUMUHUHT TaxMUHUI
Tax/ININ)HU YTKa3ULL TaBCUSA STUNAAM

FeMOCTa3HWUHT TYpAu xun By3uauLl xonaTnapu (Hadakat Tpombo3nap, 6ankn KoH keTuwwm xam) Y1 THu
[laBONAll KapaéHuaa eTap/auvya Kyn TapKaaraH acopaTniap capacura Kupaau. by HadakaT acn
KaCaN/IMKHUHT XyCyCUATAapK, 6anku KYNNaHUAYBYM KUMEBUIA NpenapaTaap bunaH xam 60FauK. LLYHUHT
YUYYH TepanuanaH onamMH Ba Tepanus nanTuaa KoarysiorpaMmma TEKWNPYBMHM YTKa3ULL Kyaa Xam 3apyp.

YN /ra wybxa KuanHaéTran 18 éwrava 6yaraH 6apya bemopnap xamaa Y11 aHuknaHraH 6apya
bemopiapaa AMarHoCTMKa JaBpuaa Ba Tepanua KapaéHuaa MAT WuKacTaaHuLWwKM o3 bepraH —
03 BepmaraHANIMHN aHWKAaLW, ONAMHAAH XaBd ocTMaaru rypyxaapHu benrnnail Ba Tepanus
TaKTMKaNapUHM TaHAALW Y4yH OPKa MUS MYHKUMACUHM amanra oWMpULL XaMaa KeMmMHYaanK opKa
MUA CYIOKINTU TapKMBUaAa OKCUA, TAOKO3a AaparkasapuHN TEKLLIMPULL, OPKA MUS CYIOKIUTUHM
MUKpPOCKONAa TaxAWa KWAuL, XxMcobioBUM KamepaZa XysKalpanapHu xmcobnall (LMTO3HM
aHMK/all) Ba OpKa MWA CYIOKAUTMAATM Xy»KaMpanapHUHT LUUTONOMMK TEKWMUPYBUHU YTKa3NLL
TaBCcuA 3TUNAAN

5C

MapKasuit acab TM3MMM LIMKACTNaHUWK (Herponeikemmsa) 03 bepraH — 03 HepmaraHANIMHN aHUKALL,
xaBd ocTMAArM rypyx1apHu aHUK Benrnnall Ba OKMAOHA TepanuaHM TaMWHAAW YYYH IMKBOP Tax/uau
MaxKOypuinamp. JIMKBOP TaxIMAM HaTUKACKAA KyUMAArn BapuaHTAAP KYPUO YNKUANLIN MYMKKH:
= CNS1-TpaBmaTuk 6ymaraH nyHKUMA (<10 spuTpoumTaap/mKn), NEMKEMUK XyKalipanap MaBKya
amac.
=  (CNS2 — TpaBmaTuK ByamaraH nyHkuma, <10 nenkouuTnap/mKa, NeMKemMmnk xyskapanap 6op
HYANLLIM MYMKMH.
= (CNS3 — TpaBmaTuK bynmaraH nyHKums, =10 nerMkoumnTnap/MKA, UMTOLEHTPpUdYranalaaH cyHr
NIEMKEMUK Xy»Kalpanap MasxyAa.
= TLP+— NeMKeMUK Xy»Kalpanap apanaimacura ara TpaBMaTUK NyHKLUMA.
= TLP-— nenkeMuK xyxanpanap apanaliMaciucmsa TpaBMaTUK NYyHKLNSA.

MATaarn nepudeprk KOH 61acT XyrKapanapuHUHT MEXaHWK CUIKMLWM Ba LMKACTNAHUWKN XaBOUHM
KaMalTUpULL MaKcaauaa, AMarHOCTUK NtoMban NyHKUMA GaKaTrHa Taxkpubanm wmndokop TOMOHUAAH
YMYMUIA  aHecTe3na octuaa yTKasuamwm wapT. MAT  WKMKACTAQHTaHAUIMHUHT  A3cTNabKM  aHMK
ONArHOCTUKACUHKM daKkaTrnMHa AacTNabKkM IMKBOPHUHI UMToNpenapaTnuHK uutoueHTpudyraga Tanépnalu
OpPKaNM amanra owunpull MyMKUH. Tabumin Tap3aa AMKBOP Xy*KaMpanapuHUHE WKLA YCTMra YYKMULWIK
KYNPOK, BaKTHM Tanab Kunaam, Oy 3aca xyxwanpanapHuHr aedbopmaumacura, aptedaKkrnap nango
OyAMLWMIa Ba MabAyMOTAAPHUHT HOTYFPU TaNKUH KUANHULWKUTA 01nb Kenaaw.

Knmésuit npenapatnapHn MHTpaTeKan 1obopull OpKanu AaBOAOBYM HOMDAN MyHKUMANAPHM amanra
ownpuw Y/ITHM pasonawga Maxbypuii KOMMNOHeHT xucobnaHagn. Xap ran ntomban nyHKUmA
YTKasuaraHaa nMKBop anbatra Taxaun KuanHaau.
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5C

YN /ra wybxa kunnHaétran 18 éwrava 6yaraH 6apya bemopnap xamaa Y/1/1 aHuknaHraH 6apua
bemopnapaa Aactnabku Kabyn nantnaa Ba XT (XMMMOTEPANNA — KUMEBUI Tepanuns) YTKasUANLLN
BAKTM/a KaCa/MIMKHWUHT TapKaIMLWMHM aHUKAALW Ba BEMOPHMHT YMYMUIA XONATUHM, aN10XMA3 ab30
Ba TM3MMAApP XOnaTuHWM 6axonaw Makcaamaa OUOKUMMEBWUI yMyMTepaneBTUK (Kapbamuma,
KpeaTUHUH, YMYMWUIA OKCUA, BUaMpybuH, raokosa, JIAI, ammunasa, aflaHMHaMUHOTPaHcdepasa
(ANT), acnapTatammHoTpaHchepasa (ACT), HaTPUI, KaMii, KaabLUMIA) KOH TaxJAUAUHK YTKA3MLL
TaBCUA KNAMHaAAM

BUOKMMEBUI KOH Tax/IMAM Xap XM ab30 Ba TU3MMIAPHUHT X01aTU TYFPUCKAE KEPAKIM MAabAYMOTHMN
bepaaun, by 3ca TOKCMK acopaT/IapHUHT PUBOMKAAHULLIUAAH OrOX1aHTUPULLAA Ba KMMEBUI Tepanuara
“Unaan oNuW MMKOHUATM” HM aHUK AW Aa MYXUM YPUH srannaniu.

5C

YN /Tra wybxa kuanHaéTran 18 éwraya 6yarar 6apya bemopnap xamaa ¥/1/1 aHukaHraH bapuya
bemopiapaa KOH KOMMNOHEHTAapW BraaH anamMmawTMpyBUM (YPHUHM BOCYBYM) TEPANUAHM YTKA3ULL
yiyyH ABO TM3MMWra Kypa KOHHUHI aCoOCU TypyxaapuHKM aHukaaw, Pesyc (pesyc-paktop)
TUUMUHUHT D aHTUreHnHn anmrnaw, C, ¢, E, e, Cw, K, k aHTureHnapu 6yinnda GeHOTUMHM
aHMK/aLW Xamaa aHTUIPUTPOLMTAP aHTUTaHaYaNapHN aHUKALL TaBCUA STUAaaM

[aBonaHmiw mobailHMAa KOH KOMMOHEHTAapyW TpaHcdy3nanapm 3apypanrnHn nHobatra onraH xonaa,
Hapya 6eMopaapHUHT KOH Typyxm Ba pe3yc-GaKTOPMHM aHMKAab oNuLL 3apyp.

Na6opaTop TeKwunpysnap

5C

VNra wybxa KuauHaéTraH 18 éwrava 6yaraH bapya bemopnapaa MHAYKUMA 6OCKMYMAaa
(TepanuAHUHE 15-KyHWAa Ba MHAYKUMS Tyrawnaa) 6eMOpHUHT Kacaaauk byinda (pemuccus,
PE3UCTEHTINK) X0NaTUHN BEPUDMKALIMA KUAULL Ba KEATYCKM TepanuAHMHE TaKTUKACUHM TaHMal
YYYH NYHKUMA EpaaMmnaa Cysik UANTUHUHT UMTONOMMK NpenapaTuHU OAULL XaMaa KeMnHYanK
CYSIK UIUTU CYPTMACUHUHT LUMTONOMMK TaxIMAMHU (MUenorpaMmma) YTKasuil TaBcua aTunaam

KacanMKHUHT Tepanuara HucbaTaH spTa KaBob KalTapuwuHu 6Haxonaw Y/I/THM naBonawda xan
KWAYBUYM AaBp caHanaan. Tepanuara HUcHaTaH EMOH Aeb TonWAraH KacasiUKHUHT UK KaBobW canbuit
MPOrHO3 OMMAN XMCOBNAHNB, KYN X0NNapaa TepanuaHM Y3rapTUpUWHKM (MoAMOUKALMA KUAUWHM) Tanab
aTaan. MHAyKUMA BOCKMUM Tyrawm BunaH pemuccusra spuwmaraH bemopnap toKopu xaBd octuaa
TYPYBYM Typyxra yTKasnnaau.

5C

YN Nra wybxa kunnHaétraH 18 éwraya 6yaraH 6apya bemopnapaaH UHAYKLUMA TePanUACUHUHT 8-
KYHMOQ KaCaNMKHWHI Tepanuara HucbaTaH WAK KaBobu (nepudbepuk KoHaarnm 6Hnact
XYKaMpaNapuUHUHT KaManuwm/y3rapmacamrn)Hm 6axonall Ba Kenrycu Tepanua TaKTMKACWMHM
TaHnaw yd4yH 6Hatadcun ymymuit  (KAMHWK) KOH Taxaunu  (nerikoumtap dopmyna —
NEeNKOUMUTAAPHMHI Maxkbypuin andbdepeHumauma 6yiimya xucobnanmwmn bunaH buprannkaa)
OZMHWLWIN TaBCUA 3TUNAAN

KacanavKHUHT Tepanuara HucbaTaH 3pTa aBob KalTapuWwuHM Haxonaw YJ/UIHM AaBonallga Xan
KMAyBUM AaBp caHanaam. Ctepona «pop-pasa»ra HUcbaTaH EMoH Aeb TonmuaraH *kaBob canbuii NporHo3
oOMUAN XncobnaHnb, Kyn xonnapaa (Tepanns baéHHOMaNapu Ba NEMKEMUSHUHT BapMaHTaapura Kapab)
TepanuaHn Y3rapTMpULWHN (MoanPUKaLMA KUAULLIHK) Tanab Kunaan.

Ph-myc6at Y/I/1 aHvKnaHraH Gapya 18 éwraua 6ynraH 6emopnapia Kearycu TepanuaHWHL
TAaKTMKACMHM TaHAAW Ba YHWHI CaMapaZopaMrMHM Ha3opaT KMAMLW Y4YyH (TEPanUAHWHE Xap
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H6ockmMum bownaHMwmMaaH aBBaa Ba MyCTaxkaMioBYM Tepanua 6ockuum aaspuaa 3 onga bGup
MapTa Ba YHWHT TyrawmaaH cyHr) MPHK BCR-ABLp210 (MMKOOPWIA) SKCNPECCMAHM aHMK AW Ba
MPHK BCR-ABLp190 (M1KAOPWUIA) AMHAMMUK XONATAATM SKCMIPECCUAHN aHMKAALL TaBCUA STUAAAM

Ph-myc6at Y11 6unan kacannanraH 6emopnapga BCR-ABL TpaHCKpUAT TUTPM MOHWUTOPWHMM LBy
6emMopnapHN  OABONAWHWMHT  MyXMM  LWAPTM  xucobnaHagn, 3epo  MONEKynaAp  pemuccuaAra
3PULLIMACANK/NYKOTHLL X0oNnnapmaa TUPO3NHKMHA3 MHTMBUTOPM (TKW) [03aCUHM
KynanTmpu/anmawtmpmil tTanab atunaau.

KMK MOHUTOPUHIU

Xo3uprn kyHaa Y/U/THM AaBONALHMHT CaMapafopaurMH MOHUTOPUHE KUAULW CTaHAapTh 6YAnd okum
LMTOMETPUACK Ba/EKM MONEKyNAp-OMONOTNK ycyanap épaammaa onnb 6opuayBUM XyKanpanapHUHT
YCUMTa MONyAsauMACcK KOAAUFU MOHUTOPUHTM (KMK MOHUTOPUHIM) XM3MaT Kuaaau. Kentmpuarad
YCYNNap OKOPW cesyBYaHAMKKa ara 6yamnb (10/4—6 Hopman reMonosTUK xysKalpanapra 1 nekemuk
Xy)Karpa aHMKNaHaau), ynap épaammnaa NemKeMmnK KAOHHUHT TaKAMPUHUM AMHAMUK X0aTaa Ky3atub
6opu MyMKMH. LuToctatmk TabeupaaH cyHr KMK caknanmb koauwm Y/1/1 6unaH KacannaHraH
bemopnapaa TepaneBTUK TaKTUKaHM Y3rapTMpKLL 3apypaTuaaH Aapak bepyBuM 3HT Ky4au NPOrHOCTMK
oMM CaHanaam.

MporHosHu 6Genrnnab 6Hepysum KMK TaaKMKOTM HyKTanapu HadakaT Typau Xua TepanesTuK
baéHHoManapaa, banku Typam xun ycnybnapaa xam dapknaHaam. byHAaH TallKapw, X03Mpru KyHaa
Poccuana kyn xonnapaa 6emopnapHu xaBd ocTMaarv rypyxaapra akpatuil ydyH 3apyp 6yaraH KMK
HaTMXKanapuHK Kyanal Ky3aa TyTuamananrad baéHHomanapaaH doaanaHnnaan.

LUYHMHT y4yH Xx03Mpru BakTAa Y/1/1 6unaH kacannaHraH 6apya 6emopnapra KMK MOHUTOPUHIMHM TaBcuA
KMAMLWra xanu apTa. bUpoK, TepaneBTUK BaEHHOMANAPHUHT TaTOMK KUAnHUWKMAE KMK MOHUTOPUHIK
acoCui cTpaTUOUKALMANOBYM (aXKpaTyBUM) NapameTpaapaaH dupn cndatmaa KyAnaHUANWM MYMKKUH.
ByHOaH TallKapW, XO03MPru KyHAa xam toKopu xaBd octuaa 6yaraH rypyxra maHcyb 6emopnapaa
remMonoaTMK TaHa Xy)Kalpanapu TpaHcnnaHTauuacu (TTXT)HW YTKasuw Myaaatv Ba  MaKcaara
MYBOOUKAMIM  MacanacuHM  xan  Kuanmwaa KMK  MOHUTOPWMHIM  Kyda  3apypamp,  YYHKK
TpaHcnnaHTaumsgaH onamH KMK-Heratms pemuccna maxkyanmrn TTXT myBadbakmatan amanra
OWMPUANLINHUHIE  3apypuin  Wwaptu  xucobnaHagn. [asonaw TaKTMKacuHu  Benrvnawga KMK
HaTUXKanapuaaH QONAANAHULLIHMHE  MaXKOypui  WapTM  MabayM TepaneBTUK OaéHHOMa  y4yH
MY/KannaHraH maxcyc nabopatopuanapaaH bupunaa TEKWMPYBHM amanra OLWMpULLAnND.

lOKkopu xaBd ocTnaa 6YaraH rypyxra MaHcyb bupnamun-pedpaktepan Y/1/1 6unaH kacannaHraH
18 éwraya 6ynraH bapya bemopnapaa TepanUaHUHT Xap BOCKMUYMOAH CYHI remMOMo3TMK TaHa
Xyxarpanapu TpaHcnaaHtaumsack (MMXT)HM YTKasuw MyAnatv Ba Makcaara MyBOOUKAMTK
MacanacuHM Xan Kuaumw ydyyH KMK moHuTopuHrn (remobnacrtosnapaa KMK mapkepnapuHm
aHMKNaW Yy4yH OMONOrMK MaTepManHM MMMYHODEHOTUNNAW)HM amanra OWMPUL TaBCcKA
ENNENTY

2B

tOkopu xaBd octmaa 6yaraH rypyxra maHcyb 6emopnapda [MXTHM YTKasnMw mMyaaaTv Ba makcazra
MYBODUKAMIM MacanacMHm xan Kmamw ydyH KMK MOHUTOPMHIM Kyada 3apyp XxvMcobnaHaau, YyHKu
TpaHcnnaHTaumaaaH onauH KMK-Heratms pemuccna masxkyanmrn [TXT myBadpdakmatam amanra
OLMPUNNLLNHUHE 3apypuii wapth xmucobnaHaan. Tepanus mobaHnaa TepaneBTUK KapopaapHu Kabyn
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kmavwaa KMK MoHWUTOpUHIM yuyH Bup xun ycnybaaH dompanannw Ba 6utta nabopaTtopuasa
TaAKMKOTNaPHM 01nb Bopuw no3nm. KMK Taxamam cyak MANTMHWUHT HaMyHanapuaa onnbd 6opunaau.

KMK  moHuTOpuHrM (remobnacto3napga KMK MapKepnapuHu aHukfaW yd4yH OWMONOrMK
MaTepPUasHN  MMMYHOPEHOTUMAALW)  Tepanud  TakKTMKacMHM  benrmnawl  Ba  YHUHT

2B camapamop/iurHuM  HasopaT Kuauw  makcaamaa KMK  ynyamura  Kapab 6HemopnapHm
cTpaTudUKaLMANaLLIHM  KY34a TyTyBuM 6adHHOManap acocuaa AasonaHysun YJ/11 6unaH
KacannaHraH 18 éwra TyAamaraH 6emopnapaa yYTKasuanLwm TaBcmA aTMnaam

UuTocTaTk TabempaaH cyHr KMKHW aHuknaw Y/1/1 6unaH kacannaHraH bemopnapaa Ky4am nporHoCTuK
OMUA XMcobNaHaaM, WYHUHT YYYH Y XO3UPTK KyHAarn anpum masky 6yaraH aasonaw 6aéHHoManapuaa
CTPaTUOUKALMANOBYM OMUA cnudaTnaa KynnaHunaan. KMK yndamura Kapab, Tepanuns TakTUKACK aHuK,
H6aéHHOMa bunaH 6enrmnaHraH HasopaT HyKTanapwura yarapaaum. MporHosHu 6enrnnab 6epysun KMK
TAAKMKOT HYKTanapu Typau xun  gasonawl  HaéHHomanapuaa dapknaHaan.  KynnaHunysuwm
H6aéHHOMaHMHI Ha3opaT HyKTanapuaaH xonu 6yaraH 6emopnapra KMKHKM ynyai TaBcua sTUAMaRaN.

Tepanua mobalHuaa TepaneBTUK KapopaapHW Kabyn kuavwaa KMK MOHUTOPUHTM yYyH BUp XKA
ycnybaaH ponpganaHnil Ba b1uTTa nabopaTopuana TadKkMKOTAapHU M6 6OpULL TO3UM.

MHCTpymeHTan TeKkwunpysnap

= KopuH 6YWANFK Ba TaNoK (Kopaskmrap) coxackaa YTT: JKurap Ba TaioK YIYaMUHUHT KaTTaMLLNLLIN,

= [lepudepuk Ba MUKM KOPUH Anmba TyryHaapu YTT — aumda TyryHAapy YAYaMUHUHT KaTTanalwuwn Ba
yNap TY3UAUWNHUHT Y3rapuLuu.

= KVKpak coxacu KomnbtoTep Tomorpaduacu (KT): Ynka TYKMMACUHUHT MHOUALTPATUB Y3rapuluu,
KYKPaKMYKM Inmba TyryHAapu YAYaMUHUHT KaTTanalmwm, yMypTKa bunaH Kykpak kadacu opanusm
ab30/1aPUN XaXKMUHUHT KEHFANMLLN.

= JKI: topak MyCKyMAa MMMYAbCAAP YTKAZUANLLNHUHT BY3UANLIN,

= IxoKI: topak eTULLIMOBYMAUTUHUHT anoMaTK (xadal dpakumacm)

YNNra wybxa kuavHaéTtran 18 éwrava 6yaraH bapua bemopnap xamaa Y/1/1 aHMKAaHraH Hapya
bemopnapaa AOMarHOCTMKa [aBpuaa yMypTKa OunaH Kykpak Kadacu opanusm ab3onapwu

5C wwuKactnanHnwm to3 bepraH —to03 6epmaraHAUIMHU aHUKAAW Xamaa TepanUAHUHT TaKTUKaCKMHM
TaHAAW Y4YyH KYKpak Kadacu ab30NapUHWMHI ON4, Ba YHr EéHuaarn npoekuuanapuaaH
MYIXKalaHraH peHTreHorpaduaHmM amanra oWmpuULW TaBCUA 3TUNAAM

Ong ToMoHAAH YMYpPTKa BunaH KyKpak Kadacu opannFu ab3onapma YCMMTa Maccacu TalXMCU PeHTTeH
TacBMPUAAMM KYKpaK KapaCUHMHT ONZ, Ba YHr éHura Kypa Kyiunaam. YcumTta maccacu aHUKNaHraHaa,
YHUHT aHUK Y14ammHmn 6axonall yuyH Kywmmda KYKpak Kadack ab3onapm KomnbtoTep TomorpadmacuHm
XaM amasira owmpui 3apyp. KYKpak KadacMHUHT 0N Ba YHI éHW pPeHTreH TacBmpaapu Bup BaKTAa Ba
AaBonaw bolnaHMWwnaaH aBean KUAMHIaH 6yamwmn 3apyp.

YN 6unaH KacannaHraH 18 éwra TymaraH 6emopnapaa, peHTreHorpadua HaTUxanapura Kypa,
YMYpTKa OunaH Kykpak Kadacu opanuss ab30NapUHUHE 04 TOMOHWAA YCMMTa Maccacwu
aHWKNaHraHaa, YycumTa 6MnaH LWMKACTAQHULIHUHE aHUK YaYaMuHKM Baxonall Ba KeMWMHYanuK
NHAYKUMA TepanmacK Tyrawm 6mnaH YCUMTaHUHT KOAAMK YA4aMUHN KanTa TEKLIMPULL Xamaa
TEPANUAHUHT  TaKTMKACMHM MWAAO YMKMIL Y4yH KYKpaK Kadacu ab3onapu KOMMblOTEP
TOMOrpadUACMHM XaM ama/ira OWMpPULL TaBCUS 3TUNAAN

5C

19



PeHTreHorpadusa HaTuMxKanapura Kypa, YMypTKa bunaH Kykpak Kadacu opasnFu ab30JapUHUHT ONf,
TOMOHMAA YCUMTa Maccacu aHUKJ/IaHraHaa, YyCMmMTa MacCacUHMHT Ya4aMUHK aHKK Baxonaw bunaH 6upra,
BM3YaA/IM3AUMAHMHE 3HT aHUWK ycaybnapuaad donaananHuil 3apyp. by KernuH4Yanuk TepanusaHuHD
camapagop/urMHn b6axonall, PEMUCCUSA XONaTUHU KAl 3TUL €KX TepanuaHu Y3rapTUpULL 3apypaTu
MaBXKYA/IMIMHM TacAMKAALW YY4YH MyXMMONDP.

YN /ra wybxa KunnHaéTran 18 éwrava 6yaraH 6apya bemopnap xamzaa Y11 aHuknaHraH 6apya
bemopnapaa [AMarHoCTMKa [AaBpuaa  KaCa/IMKHWUHT TapKaAUWWHK  aHUKAaW, GEeMOpPHUHT,

5C xycycaH anoxmaa ab3o Ba TU3MMIAPHMHE XO0NaTMHW HBaxonall y4yH KOpWH BYLWANFU ab3onapwu
(komnnekc paBulWAa), KOPUHOPKA COXAaCM Ba KMUMK TOC ab3osapy (KOMM/eKc pasuwaa)aa
YIbTPATOBYLWAM TeKWMpPYB (YTT)HKM amanra oLMpuLL TaBCKA STUAA AN

YTTHM amanra owupull KOPWH OYLWAWFU, TYXYMAOH, KMUYMK TOC ab30/apPUHUHT MHOUAbTPAAHTAH
NapeHXMMaTo3 ab3o/sapK xamaa nAumba TyryHAapu YA4amMMHW Ba LUMKACTA@HIaHAMTMHM Haxonall,
WYHUHFOEK, XaMpPOX NaToN0rMA BOP-NYKANTUHN aHUKNALW YYYH 3apypamp.

YN /Tra wybxa KuanmHaéTran 18 éwrava 6yaraH 6apya 6emopnap xamaa YT aHvKnaHraH 6apya
bemopiapaa TyxymaoHnap buoncmacu TaBcua KUAMHManam

TYXYMAOHAAPHWUHT AACTNAOKM LIMKACTAAHTAHANIU TAWXMCU KIMHUK MabayMoTnap Ba YTT HaTuMKanapura
acocaH Kymunaaum. bupnamum wukacTnaHvwra wybxa KWAMHTaHAa TyxymaoH 6uoncuack (TaHa
KMCMUHUHT KECMO ONMHULLN) TaBCUA STUAMANAN. TYXYMAOHNAPHUHT AACTAa0KM WNKACTAAHMLIN XeY Xam
TepanuAHW TaHNall Ba CTPATUPUMKALUMA KMAMLLITA TabCMP KypcaTmMamam; 6up EKM MKKM TOMOH/Iama
OPXMIKTOMMSA Ky34a TyTUAMAraH.

YN /ra wybxa KuanHaéTran 18 éwrava 6yaraH 6apya bemopnap xamzaa Y11 aHuKkNaHraH 6apya
bemopnapaa AmMarHocTMka fdaspuaa MAT gacTnabkv  WMKACTAaHMLWKM MaBXKynd, / MaBXKynq,

5C .
3MaCAUTMHM aHUKNAW MaKcaamaa 6o mua KT ékmn 6ow mns MPTHM amanra olmMpuil TaBcus
3TMAaaM
YNNra wybxa kuanHaéTtraH 18 éwrava 6yaraH bapua 6emopnap xamzaa ¥/1/1 aHWKNaHraH 6apya
bemopnapaa AMarHoCTMKa JaBpuaa Ba [aBONAHML KapaéHuaa Xampox natonorns 6op-
5C NYKANTUHN Xamzaa 3XTUMOAUI KapAMonormim acopaT/aapHM aHMKALL YYYH

3/1EKTPOKAPAMOrPaMMaHM  YTKA3ULW, WYHUHIAEK, 31eKTpoKkapamorpaduk MabaymoTaap Ba
axoKapamorpaduma (3xo-Kr) HaTUKanapmHM KYprb YnKML, TaBcMbaaL Ba YAAPHM TaAKUH KMAULL
TaBCMA 3TUNAAM

VN1 paBonawaa KyAnaHWNagmraH aHTPaUMKAMHAEP rypyxura MaHcyb npenapaTnapHUHT topakKa
3apapuHM MHobaTra onraH xonaa, xap cadap ynapHu 6emopnapra bepuiuaaH assan bapya bemopnapaa
OKT, Ox0-KI TeKwnpyBaapmMHM amaira oWnpuL TaBCUA STUIAAM.

KYLIMMYa AMarHoCTuK TeKWpyBsaap

Top myTaxaccucnap KOHCYNbTaUMACKU YYYH KypcaTmanap:

= PEeHTreHaHA0BaCKYAP AMArHOCTMKa M AaBonall WdoKkopn — nepndeprKk KMpuL MyamaaH mapKasui
BeHa KaTeTepuHu ypHatuw (PICC);

= renaTosior — BUPYC/AW renatuT AMarHoCTMKacK Ba AaBOMAHUWN NanTnAaa;

" [MHEKONOr — XOMWNAZOPANK, MEeTpopparua, MeHopparua, bupnawiraH opas KOHTpaLenTUBAAPHM
TaMHNALW/AA KOHCYAbTauuMA;

= NepMaTOBEHEPONOr— TEePU CUHAPOMMU;
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MHPEKLMOHNCT — Wybxanu Bupycam nHbekumanap;

Kapauonor — bowkapub bynmanaunrad Al (apTepuan runepTeHsnsa/rMnepToHns), CypyHKanmn opak
eTULMOBYNANTA, OPAK PUTMM Ba YTKa3yBYaHAUTMAR By3uamwnap;

HEeBPOMATONON — MUA KOH aNNAHUWMNHUHT YTKMP DY3UANLLIM, MEHUHIUT, SHLEDaNNT, HEMPONENKO3;
HEMPOXMPYPTr — MUA KOH aNNaHUWNHUHT YTKUP BY3UAMLIK, AUCNOKALUMA CUHAPOMMU;

Hedponor (adpdepeHToNOr) — BYNPaK ETULLIMOBYUINTN;

OHKOIOT — TaXMUHWI KaTTa YCMMTanap MBXKYAINUTK;

OTOPMHONIAPUHTONOr — OypyH Ba ypTa KYy/NOK YCMMTA KYMHWMAArWM ANAUFAQHWUW  KacaiaMKnapwu
AMarHOCTMKACK Ba AABONAHULLIM;

odTanbmonor — Kypuw Kobuamatnaarn 6ysmamwnap, Ky3 Ba Ky3 KMCMAAPUHWUHT ANAUFAAHULIN
Kacannuknapm;

NPOKTONOT — aHaN EPUFK, NAPaANPOKTUT;

ncuxmMaTp — NCUxo3nap;

ncuxonor — Aenpeccus, aHopekcua Ba bolwkanap;

pPeaHMMaToNor — OFMP CENCUC, CENTUK LWOKHM AaBonall, AnddepeHUMPOBKa Ba TEPMMHAN X0NaTnap
CUHAPOMMAA OFUP YMKa WKMKACTAAHULLM CUHAPOMM, MapKa3nii BEHA KaTeTepaapuHu YpHaTULL.
pesmaTtonor — CBUT CUHAPOMMU;

TOpaKaN XMpPypr — 3KCCyAaTMB NAEBPUT, MHEBMOTOPAKC, YNKanap 3MrOMMKO3K;

TPaHCPY3MONOr — HOTYFPU aHTUINOOYNH TecTaa, TPaHcdy3nANap camapacusnnrnaa, YTKMp maccue
KOH MYKOTULWAA TPAaHCOY3MA MyXUTUHM TaHAALW YYYH;

YypOnor — CUMAMK Nynnapu TM3MMUAArN MHGEKLMA Ba ANIUFAAHNUL KacanaMKNapu;

dTU3MATP — TaXMUHUI TYDEpPKYNES;

¥Kappox — XMPYPruk acopatnap (MHPeKLUMOH, reMopparuk);

t03-UAK KAPPOXM — TULL-KAF TUSUMUHUHT MHOEKLUMA Ba LWUMKACTNAHUL KaCaIMKNAPK.

YN /ra wybxa KuanHaéTran 18 éwraya 6yaraH 6apya bemopnap xamzaa Y11 aHuKkNaHraH 6apya
b6emopnapaa AMArHOCTMKA AaBpPUAA KACA/IMKHUHT TapKaAMWWHKM aHWKAAW Ba TePanUaHUHT
5C TakTMKacMHM TaHnab oAuMW  y4yH Jactnabku  WKMdoKop-HeBponor  Kabyam - (Kypury,
KOHCyNbTaumaAcK), AacTAabku Wwndokop-odTanbMonor Kabyam (Kypurm, KOHCyAbTaumMacK) TaBcus
aTUNaaM

Hesponor kypurn Herponerikemua benrmnapu (MAT WKKacTaaHUWK, GOKyCIM CMMNTOMaTMKa) 6op-
NYKAMTUHW aHUKNAW y4yH MyXMM. ODTanbMONOr Kypurnaa nemkeMmk MHOUAbTPaLUMA, KOH KyaULLM
XonaTnapu 60P-NYKAUTMHM aHUKAALL YYH KY3 OCTUHUHT MaKbypmin TEKLLIMPYBU YTKa3nnaam.

5C

YNNra wybxa KUAMHAETraH IOKOPU xasd ocTiaa TypyBUM rypyxra MaHcyb 6yaraH Hapya 18
éwravya 6ynraH bemopnap, WYHUHTAEK, YNAaPHUHT OMa-yKa, aka-CMHIMA, oT-OHanapuaa [MXT
YTKa3MW y4yH NoTeHuMan AOHOPHM ToNMW MaKcagnaa HLA-aHTUreHNapuHW aHWKAaW TaBcuA
ENNENTY

TYMK MOC KeNyBYM KapUMHAOLWAMK AOHOPW aHUKNaHraHaa, 6apya toKopu xaBd oCTMaa TypyBYUM rypyxra
MaHcyb bemopnapaa 1- pemuccua nantmaa MNMXTHM YTKa3nW makcaara mysoduk. MHAyKUMA Tepanuacu
YTKa3nAraHnaaH CYHr pemmnccuara apuriia onmaraH bemopnapaa xap Kangam typaary annoreH [MXTHM
(noHop 6Op-MYKANTL Ba TEXHUK MUMKOHWUATNAP eTapinamrnra Kapab) maxoypaH yTkasnil n103nmm. LLyHuHT
yyyH 6apya bemopnap KopK XaBp OCTUAATM TypyXra axKpaTuaraHnaaH kemmHok ynapaa HLA-TunaawHm
amasira olwmpuLL Ba ZIOHOPHM M3NaLLra KUPULLMLL TO3UM

MNpoBeaeHne TICK nokaszaHo Bcem 60/bHbIM BbICOKOTO pUCKa B 1-M pemuccum nNpu  yCaoBuM
obHapyKeHMA poaCTBEHHOrO MOIHOCTHIO COBMECTMMOTO AOHOPA. MNauneHTam, He 4OCTUTLLMM PEMM CCUM
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nocsie NpoBeaeHNa MHAYKLUMOHHOW Tepanum, 0banratHo nokasaHa annoreHHaa TICK ntoboro Tuna (8
3aBMCMMOCTM OT AOCTYNHOCTM AOHOPOB M OT TEXHUUYECKUX BO3MOMKHOCTEN). [03TOMY BCEM MaLMEHTam
HLA-TUNMPOBaAHNE N MHULMALMA NOUCKA AOHOPA AO0/KHbI MPOBOAUTLCA CPasy nocae cTpatuduKkaumm
NaLUMEeHTOB B rPYMMy BbICOKOIO PUCKA.

Tes TM66MIM éppam Hockmnunaa YTKasmIaguraH AMarHoCcTMK Yopa-tagbuvpnap:

" LIMKOATNAP Ba KaCaN/IMK aHaMHE3UHU NUFULL;

= dU3MKan TeKWMPYB (Hadac ONULL TE3NUTU, HOPaAK YPULL TE3NUTUHU aHUKAALW, TEPU YCTKN KaTAaMUHM
Baxonalu, }urap, Tanok, nepudepuk ammaea TyryHJIapUHUHT Ya4aMUHK Benrmnai).

[OMarHoCcTnK mesoHnap

CyaKk maMrmga MMMYHONOTMK Ba LIMOKMMEBUMA XycycuAaTnapra Kypa anmdodnactnap neb aTtanyByu
6nactnap Mukaopu 20% owwnk 6yaraHaa, 6y Y/I/THUHT acocuii Me30HM xpucobnaHaau.

Knécmi Tawxuc

OnddepeHuman Talwxmc Kynnaarn xonnapaa KyJnaHuAnWm MyMKUH:

=  Bupycnun atmonoruara maHcyd nHoekumanap (MHGeKUMOH MOHOHYKNEeO03, LMToMeranosupyc, Parvo
B19, aneHoBMpYyC, xamaa bakTepman TOKCOMNAa3mMo3)

= Cyak uaurmgarv Heonnasmanap (YTkMp mmenobnactmk nekos, ammbomanap, MMenoamcniasmm)

= CyAK WIUTMHWHT MeTacTaTMK WWKacTaaHmwu (Hepobnactoma, pabagomuocapkoma, HOWMHF
capkomachm)

= AYTOMMYHH Ba PEBMATONIOTUK KaCaNAMKAAP (annacTUK aHeMmA, PEBMATOUA, apTPUT, TUSUMIU KU3UA
TEepW CUAW Kacannmru)

*  VTKUP MMenobnactuK neikos. Cyak UAUTMHWUHT BaacTnap bunar (20%4aH OWKK) MHGUALTPALMACK
NEeNKEMMA MABKYIINIUTA ULOPA KMAAAWN. MMYHOTMCTOKMMEBUI TEKLLMPYBAAPHM YTKA3MLL Ba CYAK
NAUTU XyKanpanaprH1 MMMyHODEHOTUNNAW KaCaNMK TYPUHWU aHUKNAWra épaam bepaau.

=  Mwuenoamcnnactmk cuHapomnap. Jucnossa benrnnapu, cyak uanrnaarn 6nactnapHuUHr KeparmaaH
OPTMK, KYNAWUrM, Xpomocomanap abeppaumacu (byamauwn), KymnagaH Kantapuaysum (7
XPOMOCOMaHWUHI MoHocommAacK, 5g-) MACra xoc. bnactnap mukaopun 20%0aH OWMFUHM TaLLKKUA
KWACA, WMMYHOTUCTOKMMEBUI TEKWMPYBAAPHM YTKA3WW Ba CyAK WAWUIM  XyKalpanapuHu
MMMYHODEHOTUMNNAW KacaNMK TYPUHN aHUKNaLWra épaam bepaau.

= Annactuk aHemuma — 6nactosnap WyK OVaraHaa, WYHWUHIAEK, Y3Mra Xoc KAMHWMK OBenrmnap
(nactbymnuKk, Tepmaa “cyTam Kaxpa” paHrMaek Aofnap, CKenet Ba Oylpaknap aHomanuanapu)
MaBXyAa OYimaraHaa Ba XpOMOCOMa CUHYBYAHAUIN TECT OPKAAM TacaAnKNaHMaraH bynaca, ynkapmb
TalwnaHagu. bab3n xonnapaa KAMHUK TacBMpPiap HaMOEH By IMacanrn mymknH. Kacanamk acocaH 3-
14 éwpa aHMKNaHaaAM, NeknH anpum xonnapaa 40 éwaaH KeMUH XaM aHUKAAHULWM MYMKUH.

= KaTTa rpaHynaumanaHraH NekoumTaap Nemkosn, XoaxKKnH numoomaci, MMenodpmndbposnm XoaKKuH
6ynamaraH numbomanap OKMM LMTOMETPUACKM MabayMoTaapu (aliHuWKca, Oy MUPUK rpaHynap
NeNKoUMTNAP NENKO3M Ba TYKAW XYXKaNpaiu Nenkemma yu4yH Myxnm) Ba CyaKk UAUTUMHUHT TUCTONOTMUK
Ba MMMYHOTUCTOKMMEBUIA TEKLLIMPYBU (AMMbOUMTAAPHUHT doKan ékn anddys nponndepaumacu
Ba/EkM mnenodnbpos benrnnapmHm aHMKAanam) acocmaa Ynkapmb TalnaHaam.

=  Meranobnactuk aHemusanap. AcocMin aAmMarHoctuka ycnybu sutamumH B12 Ba donmit Kncnotacu
fapaxacuHu 6axonawamp. Meranobnactmk aHemusnapra xoc 6ynraH Kywumda benrmnapra
MUenorpammara Kypa spuTpoumTaapaa reMornobUHHUHE YpTada MUKOOPUHUHE OLWKNO KeTULLM,
3PUTPOLMTNAPHUHT YpTaya XaKMu OLND KeTULN, KOH ULWNab YNKAPULLIHUHT MeranobaacTuK Typu Ba
61acTo3 eTULWMACAUTY KUPAaN.
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[asonaw

Gonanapaa Y/1/1Hu fasonal Makcagd, Ba yeyanapu:

" leIKeEMUK K/IOH 3paanKaumacuy;

" HOPMaJl KOH MLWNab YNKaPULLIHWU TUKALL;

= xey KaHZal acopaTaapCms Y30K BaKTra OMOH KOMLUITA 3pULLIMLL.

TaHnaHraH gaBonaw 6aéHHomacura acocaH, Y/1/1HM 4aBonall LMTOCTaTUK NpenapaTnapHy Kabya KUamL
[aBOMWININIM, BaKTW Ba [03afapura MyBOOMK OFM3, BEHa TOMMPU Ba MyLUaK/Jap OpKaaM Xamaa
WHTpaTeKan Tap3ga tobopuw épaammaa amanra owupunaan. byHaaH Tawkapu, 6aéHHoMada Ky3aa
TyTuAraH 6ab3n Hemopnapaa mapkasuii acab TM3MMUHW HYPAAHTMPULL aMaiMETU Xam YTKasuiaaum.
Tepanua nnoxun 6oprya spTapoK bownaHMwmM N03MM, BUPOK TepanmnAHK BoWNaW YYyH TALLIXMC aHKK,
KYMUATaH Ba KaCa/IMK Xa*KMM aHUK BenrnnaHraHnra MwoHY XoCua KMAmMHraH 6yanwn kepak. Camapanm
[laBONALLHM aMara OWMPULL YYyH OKMIOHA TaHMaHIaH XaMpox, Ba YPHWHM BocyBYM Tepanusa 3apyp.

VNN 6unaH KacannaHraH bapya 18 éwra TyAmaraH 6emopaapHu [JaBOAALIHM Ce3nnapau
2B camapaZopanKKa ara TepaneBTMK HGaéHHOManap acocuaa KombuHauuanaHraH (bupnaiiraH)
LUMTOCTATUK AaBoNaLl épaammaa onmnb 6opuil KaTbUii paBuLLaa TaBCUSA 3TUAAAM

2B MockBa—bepaunH rypyxmn 6aéHHomanapu (ALL-MB-2008 ékn ALL-MB-2015)

[aBonall dakaT Maxcyc Mwnab YNKMAraH KUMETePanuMa A0PUNAPUHMHT A03aNapK Ba KOMOMHALUMACKUHW,
Kabyn KMAWLL BaKTUHUM, TEKLIMPYB TadCMNOTNAPUHM XamMaa LMTOCTAaTUK Ba XaMpOoX TepanusHM amanra
OWMPULL TaKTUKACUHKU DaTadpcun TapTmbra conyBun TepaneBTUK BaéHHomanapaaH bupura myBodUK,
Tap3fa amanra OWMPUAULLN KepaK. KMMETepanua AO0PUNAPUHUHT A03anapu, KYNNaHUAUL BaKTU Ba
NAaBOMUMAUIM TaHNAHrAH TepaneBTUK BGaéHHOMara KaTbuii Moc Byauwn Kepak. [Jopu-aapmoHAapHM
aNMaLLITUPKLL, YTKa3Nb t0bopuLl, A0PK A03aCUHKN, AABOMUNAUIN EKM KETMA-KETAUTMHMN Y3rapTUpPULLTa
nyn kymmnmanan. dasonawHu HolinawaaH onamH, 6emopnap xaBd rypyxaapura — KacaaaMKHUHT
KanTanaHuL xaBdum NacT Ba OKOPM BYNraH beMopiapHUHT KUUYKMK rypyxaapura 6YanHaam, by aca Tawxmc
nanTnaa aHMKNAHraH NPOrHOCTUK OMMANAP acoCKMAa aMmara olmpuiaan.

Typan xun TepaneBTUK OaéHHOManap XaBd TrypyxJapMHM aHUKAAW y4yH OMpo3 dapKaaHyBuM
Me30Hapra ara, yHra kypa 6emopnap Typau Xua AaBonall BapuvaHTAApPUHK Kabyn KMauwagn, NekunH
Hemopniap acocaH yyTa xaBd rypyxura 6YanMHaam: ctTaHaapT, YpTa Ba tOKOPMW.

VYNNIHM 3amoHaBuit pasonaw 6up KaHuya acocuit dasanapgaH ubopaT: 4-6 xapTa MmobaiiHnaa
tobopmnysun 4 Ba YHAAH KYNPOK areHT épAamuia PEMUCCUA UHOYKUMACK, PEMUCCUA KOHCONMAALMACK
(«bupnawysm») Ba acocaH 2-3 MmMn AaBomuaa aHTMmeTabonutnap 6unaH myctaxkamaosum (ywnab
TypyBUM) TEpanms.

Y//Thn pasonal pasanapu Ba KyAnaHUNYBYM KUMEBKI npenapaTaap

Tepanusa dasacu Kumésuii npenapartnap Tynnammu
MNpeaHM30M0H, EKU AeKcamMeTa3OoH, BWHKPUCTMH, [AayHOPYOMLMH,

N
RAYRLMOH TEpaniA L-acnaparnHasa/PEG-acnaparmHasa

Bupnawtnpni Luknodpochamma, umtapabuH, mepKanTonypuH.
Tepanuacu MepKkanTonypuH, meToTpekcaT, L-cnaparvHasa/PEG-acnaparmHasa
PenHayKUMOH [ekcameTasoH, L-acnaparnHasa, 4OKCOpYyOULMH, BUHKPUCTUH,

Tepanusa uMTapabuH, unknodochammna

23



MycTaxKkam/0B4YM

MepKanTonypuH, MmeToTpeKkcaT
Tepanusa P YPUIH, P

Kammaa 4 KOMMOHEHTAM WHAYKUMA TepanuAcuaaH doraanaHraHga Tepanua camapagopanruHm
OLMPULL YYYH ULLOHYAN AANUANEP MaBXKYA (THOKOKOPTUKOCTEPOU, BUHKPUCTUH, aHTPaALMKAMHIAP Ba
L—acnaparuHasa/PEG-acnaparnHasa).

VNN 6unaH KacannaHraH 6emopnapfa PemMuMccuMa  MHAYKUMACK CTauMoHap WapouTAa amanra
owvpuanwK wapt. ¥Y/1/1 6unaH kacannaHraH 6emopHM Aasonalua opTra cypub 6V amaianraH MHTEHCKUB
TepanuaHN TaKo30 KNUAYBYM OFMP acopaTaap PUBONKAAHULINIG XaM TaMép TypuLl N03UM. TepanuAaHUH
camapagopaurmHn baxonaiw 8, 15-KyHaapaa Ba MHAYKLUMS Tyralimv — 36- KyHAa amanra owmpunaan. 8-
KyHAa UMTOpeayKTMB npodasanaH cyHr nepndepmnk KoHaarn 61acT xyKarpanap MMkaopy baxonaHaau.
15-KyHAa aca — cyak uanrnaaru 61acT Xy»karpanap MUKA0PKU. MHAYKLUWSA Tepanmuacy CYHrmaa peMmmnccusra
SPULLIMATAHAMK  — CyAaK uaurmgarn  61acT  Xy»Kalpanap MUKZIOPW, 3KCTpameay nsp  Y4YoK,
6opanrm/caknaHnb Konranamrim 6axonaHaan. JIMKBOP xap Ntomban NyHKUMS YTKasuaraHaa 6axonaHaan.
NHAYyKUMA TepanmacuaaH CyHr peMmuccuara apuilia oimaraH 6emopnap toKkopu xaBd ocTmaarm rypyxra
KUPUTUNAAM.

MIHOYKUMA TepanuAcK CYHTMAA pemuccuara apuwraH 6emopnap TaHAaHraH TepaneBTUK BaéHHOoMara
Kapab KoHconuaauma (bupnawTMpyBun) TepanuaHu Kabyn Kuamwaam. KoHconmzaumsa Tepanuacu
acopatnap bynmaraH Takampaa 6Mp KyH CTalMOHap LWapouTAa amanra OWMPUAULLIM MYMKUH. Arap
HaéHHOMaZa METOTPEKCATHUHI KOKOPW A03anapuHM KyAnal Ky3ga TytmuaraH 6ynca, yHA@ Tepanus
[OVMWIA CTaUMOHap Wapoutnaa YTKasnamb, MeToTpeKcaT KOHLEHTPAUMACKM MOHUTOPUHIM amanra
ownpunamwm 3apyp. KoHconmpauma TepanuAcu Kouaara Kypa Oup KaHya ¢asagaH mbopat (MB
b6aéHHomanapu: S1, S2, S3 dasanapu). Xap O0OCKMY OOWAAHMWN ONAMAAH YMYMUIA KOH TaxJuau,
HUNOKMMEBMI KOH Tax/IMNIMHK anbaTTa TeKWwmpunw 3apyp. Jopu-4apMoHAap 403acuHK Benrmnall yyuyH
KOHCONMAALMA TEPANMMUACUHUHT Xap BOCKMYM BOWNAHUWN ONANAAH TAHAHUHT CMPT MaAOHM KalTagaH
XMcob1ab YNKMAMLWKM 3apyp. KOHCONMARUMAHUHT MHAMBUAYAN BOCKMYNapnHM Hownaw WapTaapu xap
6bup TepaneBTMK OaéHHOMada OenrvnaHraH 6ynAnb, 6Mpo3 dapk KUAULWM MYMKMH. KAWHKWK Ba
reMaToNOMMK PEMUCCUAHMHE CakNab KONMHUWK, MHOEKUMA DENrMNapUHUHT MYKAUTM Ba Nepudepmk
KOHAA UMTONEHUAHUHT MYKIUIU Kyaa 3apyp.

YN 6unaH KacannaHraH bapya 18 éwra TyAmaraH 6emopnapaa HetponeKeMmAHN ONAMHM
O/ Ba AaBOMALLra KapaTuaraH KOMNOHEHTIAapHM anbaTTa Kyinal TaBcuA 3Taaam

VNNHu pasonawia HeMponelKeMUaHW ONOMHM ONMW Ba A3BOMAW MYyXMM KOMMOHEHT CaHanaam.
HelnponelkeMmaHnM ONAMHM OAMW Ba JaBojall acocuit ycaybnapura KMMEBMIM npenapaTniap
(MeTOTpeKcaT, UMTapabuH, NpeaHN3010H)HWU MHTPaTeKaN Tap3aa W A03MpOoBKacKra MyBOOMK, tobopumL
Ba AaBosiall HOWNAHNWMHUHT UAK KyHAapuaa KpaHuan (bow cyarmMra ona) HypAaHTUPULLHK amanra
owmnpnw Kupagm. KpaHuan HypnaHtMpuw 6eBocuTa Ba Y30K MyadaTra Kywwmya Tabcupaapra ara
6yaraHn cababnu, yHaaH xo3Mpru baéHHomanapra Kypa dGakaTt aipum aHuK benrmnaHraH ypta/tokopu
XxaBd oCcTUaA TYPYBYUM KMYMK rypyxaapra maHcyb 6emopnapaa ponganaHnnaan.

Ph+-YN11 (Punagensdma xpomocomacura sra Y1 — t(9;22)(q34;q11.2)/BCR-ABL1) 6unaH
2A KacannaHraH 18 éwrava 6ynaraH 6emopnapga CTaHAApT TepanuAra Kylwumya pasuwaa
TUPA3UHKMHA3 MHIMOUTOPK (TKM)HK Kynnal TaBcus aTUNaaM

24



Anoxmaa TepaneBTUK TYPYyXHW odaTaa WHAyKUMA Tepanuacura E€mMOoH KaBob KarTapuanwm Ba
PEUMANBIAPHUHT IOKOPW Te3UIM bunaH BoFAnK 6yaraH éMOH NPorHo3 bunaH axpannd Typysum Ph-
mycbat VNN (£(9;22) ékn BCR/ABLra ara) 6unaH KacannaHraH bemopnap TalwKua 3Taan. AKMH BaKTraya
byHaan 6emopniap y4yH, arap pemuccmara apuinarad byaca, oKopu go3anapha amasira olmpuayBun
NHTEHCUB KMMEBUM Tepanus, KermnHdyaamk aca MXTHM YTKasull cTaHdapT Tepanus xucobnaHap aaum.
DHAM 3Ca, XO03MPTX KyHAa YTKasmarad TRUHUHT KUMEBKUIM Tepanua GOHUAA KYANAHUIUWNHUHT IOKOPK
CamMapagop/IMIMHN Kangd 3TYBYM XasKapo TaAKMKOTAAP HaTUMKanapuHu mHobaTra onraH xonga, ywoby
rypyxaarn bemopiap MHAYKUMA TepanuACUHUHT 15-KyHmnaa xap KyHu 300 mr/m2 nosaga MMatuHUOHM
Kabyn Kuavwnapu taBcma astunagun. FNXTHU sHAM BUPUHYM pemuccnsgary bemopnapaa Kyanaw ymymar
TaBCUA 3TUAIMANAM, NEKMH KaCaNMK PeunamBm puBOXKAaHIaHAa Ba pedpakTep (TabCup KMamanamraH)
bemopnap y4yH TepanesTUK onuusa cudaTtuaa cakiaHMb kKonraH. Pedpaktepank nantnaa MmaTnHuob
[033aCUHU UKKUTa KYNanTUpuLL MymKMH (600 mr/m2/cyT). Arap 6emop opraHu3mm 403a KynalraHura xam
»aBob KaWTapmaca, 2-asnog TKWM Tepanusacu (0a3aTtMHWO, HUAOTMHMO)ra YTULL TaBCMA KUAWHAOM.
ByHAaH TalKapu, peMnccuara spuLLIMIraHmra KapamacaaH, MMaTUHUOHM OpraHmM3m Kabya KMamacamrm
Ba ABL1 reHnaa myTauusnap 6opanrn xam, 2- asnog TKU Tepanuack (4a3aTMHMO)ra YTuLL y4yH Xam acoc
6ynaam.

TepanuAHUHT BUPUHUYKM BOCKMUMaa Aa3aTUHUOHM MATHUHE AacTAabKM WMKACTAAHUIWMN MaBxKyd, 6yaraH
TakAMpAa Kyanaw TaBCMS 3TUAAAM, YyHKM Yy MapKasmii acab TuM3Mmmra OCOH YTyBUYM fAroHa TKU
xncobnaHagm.

ByryHr1 KyHra kenmb, TKWM TepanuACUHUHT AaBOMUMAUIM OYIMYa CTaHAapT TaBcuanap MyK. AMMO,
MaBXy4 MabayMOTAap 613ra KUMETepanua TyraraHMaaH KelnH kamuaa 3 nnn gasomuaa Ph-mycbat Y/1/1
6ynraH bemopnapaa TKM moHOTepanmACMHM aBOM STTUPULLHK TaBCUA KMAWULW MMKOHMHK Bepaau.

BCR-ABL1-ra yxwaww Y/1/1 6unaH KacannaHraH 18 éwraya 6yaraH 6bemopnapia TepanuaHuHr UK
KyHNapZa opraHuM3am émMoH »KaBob KaWTapca Ba ABL1, ABL2, PDGFRB, CSF1R reHnapuaa
MyTaumanap maexyn 6ynca, cTaHAapT TepanuAra Kywumuya Tapsga TKMHM Kynnaw TascuA
3TMNaam

2A

FeHnap akcnpeccuacy bunaH 6yaraH nerikemuanuHr Ph+-Y/1/Tra yxwal BapuaHtt — BCR-ABL1-ra yxwaLu
(ammo, BCR-ABL1 KkummepwK reHu aHuknaHmaca) Y/UT 6unaH KacannaHraH 6emopnap anoxuaa
TEPaneBTUK TYPYXHW TaWKWA 3STaau. MasKyp KMYMK Typyxra E€MOH NpOrHo3, peuuansnap Ba
pedpaKTePINK PUBONKNAHULLIMHUHE FOKOPU XaBOU, KNMHUK KYPUHULLAAPHUHT XUAMA-XUANTU, Xap XUA
CUrHan NYHHaAMPWUHU  GaoNNAWTUPYBYM MyTaUMANGPHUHT Typanyanumin xocamp. YJUTHUHE ywby
BapuaHTUra xoc 6yaraH Hapya reHeTUK y3rapuiwnap 6up KaH4a KMYMK rypyxnapra oyamHagm: CRLF2
KalTa TapTmbnaHmwm, ABL cuHdra maHcyb reHnapHUHr Kanta Taptmbnanuwm, JAK2 sa EPOR KaiTa
TapTnbnannwm, JAK-STAT ékn MAPK curHan nynnapuiHm GaonnawitmpyByum myTaumanap, OoWKa Kam
ydpanamraH KMHasanapgarv bymaunwnap.

MypaKKab reHeT1K TacBMpra KapamacaaH, X03Mpri KyHA4aru KAMHWK TaAKMKOTAAp KYN xonnapaa Tapret
(MYnKanAn) TepanUACUHUHE HUWOHKM 6Yamuw BCR-ABL1-ra yxwatw Y/1/1 6opanrura uwopa KMAMOKAA.
Bup KaH4ya TagkMKOTNapAa WyHaan Gemopnapia KMMEBMA Tepanua bunaH bupnawraH TKUHWMHP
camapagopsurn HamoéH 6ynraH. ABL1, ABL2, PDGFRB Ba CSF1RnapHuHr bapuya pedektnapuaa
TUPO3MHKMHA3 UHIMBUTOPNAPKN (MMATUHND EKM Aa3aTUHNO)ra HUCHaTaH ce3yBYaHIMK KYPUHTaH.
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JAK-STAT ynnumn daonnawtnpysum JAK2/EPOR  Ba OOWKANApHUHT KalTa TapTvbnanHuwm JAK2
(pyKCONMUTUHMO)ra HUCHaTaH ce3yBYaH BYANLIN MYMKMH.

VN1 6unaH kacannaHraH 18 éwrava 6ynraH 6apya Hemopnapga aHTUMeTaboauTaap 6unaH
ywnab TypyBuM (MyCcTaxkamMa0B4YM) TepanuaHn anbatra YTKasuil TaBCcKa STUAaAM

MycCTaxKkamMnoBYM Tepanua YMyMWA TEPANUAHUHT AaBOMUMAMIUIA SPULWITYHIa Kadap — 2 WU OAAaBOM
aTaamn. Ma3Kyp Tepanuna xap KyHW nepopan Tap3aa MepKanTonypuHHW Kabyn KMAMWAaH Ba Xap KYHAUK
MeTOoTpeKcaTHM tobopullaaH nbopat. MycTaxkamnoBYM TepanmAHN OKMIOHA YTKA3ULWHUHT MaxKbypuin
WAPTN NEMKOUUTAAP MUKAOPUra Kapab mepKanTonypuH Ba METOTPEKCATHMHI A03aCMHM Y3 BaKTMAa
benrnnab onvwamp. Ywby sasunda, bMpMHUM HaBbaTaa, NerlkouuTaapHUHT BapKapop pasuwaa 2000
naH  3000/mkn-raya 6ynraH  gapaskaga  OyaMwm ydyH  MyxMm. Annasva  pUBOXKIAHMLLM - Ba
nenkoumtnapHmMHr 3000—3500/MKN-AaH OWMG KeTulimra My KyMmacaumk 3apyp.

MockBa—bepanH 6aéHHOManapuaa MycTaxkaMoBYM TepanuaHuHE xap 6 xadptacnaa peumHayKumusnap
(nekcameTasoH + BUHKPUCTMH)HM XaM amaira owupull Kysga TyTunagau. Mak 3-Ta penHaykuuana
KMMEBWI npenapaTnap MHTpaTeKan Tap3aa tobopunaanm. KpaHuan HypaaHTMpULW amanra OWMpUaraH
H6emopnapra dakaT 2-Ta NnpenapaT tobopunnaam — meToTpeKcaT tbopuamanam.

MHAYyKUMA TepanmacuaaH KeMMH peMmnccmara apuilia oiMaraH (lokopu xaBd rypyxura maHcyo)
3A VY/1/1 6unaH kacannaHraH H6apya 18 éwra TyamaraH 6emopaapaa MHTEHCUB OKOPY Ao03anapaia
MKT (noAMKMMEBUIM Tepanua) YTKasmil TaBCcKA 3TUAaAM

tOKopn xaBdAM rypyxra maHcyb 6emopnap, MHAYKLUMA Tepanusacu TyraraHAaad cyHr, MHTeHcus KT
Kypcnapu - "6noknap" xucobnaHraH KeTma-KeT KOpW [03aauM  uHTeHcuB [MKTHM onagunap.
KypcaTknunap MaBsKyaaurura, mMoc KenaauraH AOHOpra Ba KAMHUK Xamaa remMaTonorMK pemuccun
toTyKNapura Kapab, 6emopnapaa MMXT MMKOH KaZiap apTa ama/ra owmnpuiaaun.

tOKopn xaBdn rypyxmra mMaHcyb Hemopnap ydyyH Tepanua dakaT gommuin (24 coaT) cTaumoHap
lapouTaa amanra owmpunaan. Xap bmp toKopu 403anm KUMEtepanua 6oWwNaHnWMAaH ONANH YMYMUIA
KOH TEKWWPYBKU, DUOKMMEBUIN KOH TEKWMPYBKU, DyMpak $aonmati TeKWwnpysm (3HAOreH KpeaTUHUH
KnnpeHcn) Ba DKIMHWM amanra owupuil Kepak. [lopn Ao3anapuHM xucobnawl yyyH TaHaHWUHT CUMPT
MalaoHn xap 6up 610K BownaHMWKMAAH ONAMH KailnTa xmcobnab unkmnaam. Xap bup KMméErepanus
610KMHM OownawaaH oNAMH pPemmuccus xonatm 6HaxonaHaau. Tepanus MAOKKM Gopuya TE3POK
HolWNaHNWNM KepaK, By BUPUHYM ydTa TepanesBTUK 3/1IeMEHT YyYyH alHUKCA MyXMMAMP. DNemeHTnap
opacuaary BakT Opannsu annasmanaH YMKui, 6eMOPHUHT YMYMUI XONaTh Ba OOBEKTMB Kana, aTUAraH
OpraHuK (ab30BMN) TOKCMKAUTKM BunaH benrmnaHaan.

KeTma-KeT MKKWUTa TepaneBTUK 3NEMEHTHWHT BOWNaHUWKM opacuaarn MUHUMan opannk 21 KyHHM
TaWKWA 3Taan. [Jo3aHM KaMalnTUpULW Halapaa TyTUAMaraH. 3apypaT TyFuaraH Takampaa, mabaym 6mp
[lOpU BOCUTACKMHU KMPUTULW BAKTU Y3rapTupunaam ékm 6ekop KnamHaam. TepaneBTuUK 3neMeHT y3namb
KOZIMACAUTK WapT.

VNN 6unaH KacannaHraH 18 éwraya 6VAraH tOKOpU XaBd rypyxuaarn Hemopnapaa, arap
CTaHAAPT IOKOPW A03a/IM KUMEBUIA Tepanua Ao3anapura HucbataH pedpakTepank (opraHmMam
ce3mac/nrm) KysaTmaca, tokopu Ao3sanm KTHUHT 610Knapy BunaH aHTUHYKAe03nanap rypyxmra
MaHcyb npenapatnap — knodapabuH/HenapabuHaM 2- TepanuaHn Kyanal TaBcu aTnuaaam

5C

Maskyp bemopnap rypyxura annoreH [MXTHX YTKa3ni OpKann TepanmUaHU KEMMHYANANK Ky4yanTmpuLl
Tanab satmnagn. TTXTHUHT MyBaddaKMATAM amanra OWUPUANLIN WaPTU — TPAHCNAHTaUMALAH aBBan
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KMK-maHduin pemuccns caHanaam, 6upok, Oy Kyn xonnapga “ctaHgapT’ Tepanuara HucbaTtaH
KaCaN/IMKHUHT }KaBOb KalTapMacauri Ba AHrM Gaon KUMEBMIA NpenapaTaapHUHT eTUWMacanrn cababan
Mypakkab Basnda xucobnaHaan. KeMnHrmM xankapo TaaKkMKoTaAapra Kypa, Pe3nCcTEHTANKHM eHrnb ytuw
Ba KMHK-maHbuin pemuccuara  spulinw makcaamaa Kenmndanmk [TXTHM  yTKasuw  opKaau
HYKI€03MANapra aHanor xucobnaHyBuM rypyxra maHcyb aHMM npenapaTnap — knodpapabun (BY-Y/11 Ba
T-YI/1 6ab3n rypyxaapu yuyH) xamaa HenapaburnapHu (T-Y/I1 yuyH) Kyanaw camapanu sKaHu
KypcatmaraH. Knodapabuu — y3 ytmulugownapn oynmuw eayaapabuH Ba KnagpubuHnapHuHr bapya
ad3anMKNapuHM y3naa xamnab, apaTnaraH 2-aBaoa, nypuH HyK1e03una aHanorm. YHUHT TabCup KUAULL
MexaHn3mmn bupnawraH 6ynmb, AHK cuHTE3n depmeHTNnapuHM MHIMbUUMA (TYXTaTULW, CeKMHNATMLL)
Xamzia NpoanonToTUK OKcMA Ba C UMTOXPOMACUHM axpaTnb, MUTOXoHAPUATa BEeBOCUTA TabCUP KMIMLLTA
acocnaHraH. HenapabuH — Ae30KcMryaHo3uH aHanorn npenapatv 6yamnb, ageHosnHae3ammnHasa bunan
ara-G-fa gemeTuanaliagn Xxamaa Ae30KCUTyaHO3MHKMHA3a Ba Ae30KCUMUMTUMAMHKMHA3a bunaH 5'—
MoHodochaTaa dochopunnawagm, KennHYa K aca
5'— tpudocdart, ara-GTP-ra annaHaaun. Jleikemuin 61acT xy»anpanapgarv ara-GTP akkymynauuacu AHK
CUHTE3N UHIMMOMUMACUIA Ba XysKaMpanapHUHT Hobya O6ynunwmra onmb kenagum. “CTaHaapT’ toKopwu
[,03av TepanuAaaH CYHr PeEMUCCUAra spuLla OMaraH oKopw xasd rypyxuaarn 6emopnapra (Y1 THUHT
NMMYHOIOTUK BapuaHTUra Kapab) knodapabuHHM Makcuman gosanapfa €ku HenapabuHHM HolKa
KMMEBWI npenapatnap 6unaH OupnawTmpraH xonaa 2-tepanua cudatmaa KTHUHT tOKOpM [03anu
H6noKknapu TapkMbuaa Kynnaw TaBcmA 3TUNAAN.

tOKopu Ao3aan KT yTkasmaraHgaH cyHr KMK-HUHT HOKOPUW Japarkacu Kala, STUraH loKopu XxaBd
rypyxuaaru BY-YI/1 6unaH KacannaHraH 18 éwraya 6yaraH 6emopnapga KMK-maHduit
pemmccuara apuWwnL Makcaauaa Ba kenrycmpaa FTXTHM YTKasuw 6unaH 6aAnMHaTyMomabHM
KY/1nall TaBCUA aTUAa M

[MXTHW YTKasmwaaH asBan KMK-maHbWIM pemuccns Kana atuanwm 3apyp. tOKopu xasd rypyxmaaru
pedpakTep Bemopnap yuyyH ByHAAM pemuccuAra apUWNMLL KAaCaNAMKHUHT AacTnabkm B6ockuunapuaa
HOTYFPW AaBONAW Ba AHIM G0N KUMEBWMIN NpenapaTNapHUHT eTUWMacanrn cababam mypakkab Baszunda
xncobnaHagu.

CyHrr BakTNapAa Y/I/THM nasonalaa MMMyHOTepaneBTUK yCynnapra anoxuaa sbTmbop KapaTMAMOKAA.
WyHaan ycynnapfaH 6upn addektop T-xyrKapanapHu YcumTara Kaplwu xapakatra Kentupysywu
bucneundunk aHtuTaHanap (BIiTE AT)Hu kynnawamp. WyHaan BiTE AThapaaH 6upu 6anmHatymomab —
BiTE AT aHTM-CD19/CD3 xucobnaHagam. Ywby 6up 3aHKMpAM ATHUMHT BMP TOMOHM /EeNKEeMMUK
Xy»Kalpanapda 3KkcnpeccuanaHysum CD19-aHTUMreHn OunaH OHupnawaam, 6HoOWKA TOMOHM 3ca —
6eMOpPHUHT  Y3UHUHT  T-aumbountnapn CD3-aHTureHn 6unan Oupnawaan. LlyHaan Kuanb,
61mMHaTyMmomab Ky3faTuamaraH T-xyanpanapHu XapakaTra Kentupmob, yNapHM
B-numdbobnactnapmunHr CD19+ra  Kapwu TYFpuAaH-TYFPU  UMTOTOKCUKAMKKA MaxKbyp Kunagum.
bonanapaarv YJUTHUHE 3Hr KYyN yypaliauraH BapuaHTM B-xyxKalipanap YTMUWAOWAAPK YcUMTacw
xmcobnaHagn. @PapkNaHUWHKMHE TyxTab KoAMWKW B-Xy»KanMpanapHWHr Xap KaHAah pUBOXKAAHMLL
bocKkMunaa coamp BYAULLIM MYMKUH. BUPOK, ETUANLLIHWHT XaM AacTNabKu, xam KennHrn bockmnynapunaa
ynap CD19HM akcnpeccua kuamb, 6anHaTymMomab yuyH HUWOH 6Ynaau. BY-Y/11 6unan KacannaHraH
KMK-HUWHT toKOpW gapaykacy Kana atuarad 6emopnapra tokopu gosanapaa KT yTkasmaraHaaH cyHr KMK-
MaHOUIN pemmnccuara apuiinL Makcaamaa 6amHaTtymomabHmn Kynnauw, keimH aca MXT YTKasuw TaBcus
atunaan. banHatymomab 45 Kr BasHraya 6ynraH 6onanapra 24 coaT AaBoOMMUAA Y3NYKCM3 UMHDY3MA
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cndatmaa 8- KyHrada 5 mKr/m2/cyT no3aga, KenlnH aca 28- KyHraya 15 mkr/m2/cyT gosanapga kabyn
KMAMHaaW. BasHu 45 KroaH oK 6onanapra aca — MOC pasuilaa 9 MKr/cyT Ba 28 MKr/cyT.

Xampox, Tepanms

TepaneBTUK BaéHHOMaNAPHMHI eTapau Aaparkada baxkapuanwm yuyH xap bup TepanesTMk baéHHomaaa
BaTtadcun TaBcubNaHraH Ba KyanaHuiaamMraH KuméTtepanuara 60FaunK 6yarad 6Mp BakTAa Aasojiall
Tamoluanapura KaTbii pruos KUAuLW 3apyp. BUPOK, "ymymunin" Kypcatmanap xam MasxKya.

WHTeHcHB Tepanua aaspuaa Y11 6unaH KacannaHraH 6apya 18 éwraua 6yaraH bemopnapaa
MapKasuii BEHa KaTeTepPUHN YPHaTULL TaBCUA 3TUNAAM

MapKa3unii BeHa OOCUMUHU, TE3-TE3 KOH OJIMHULLIMHK Ba CYIOKJAMKIAPHM HODOOPULLIHUHT FOKOPU TE3/TUTUHMN
Ky3aTuL MMKOHUHK DepyBYM MapKasnii BeHa KaTeTepu MaBXKyAJIMrM UHTEHCUB OKOPWU Ado3anapaa KT
ONaéTraH KopK xaBd rypyxmaarn 6emopnap ydyH xam WK Tepanua O0CKMYnapuaa Kyda MyXum
caHanaam.

YN 6unaH KacannaHraH H6apya 18 éwra TyAMaraH 6emopaapaa TepanuAHUHE UAK KyHAapuaa
5C (xadTanapuaa) ycrmta amsucu cuHapomu (Y/IC)HM ONAMHM OAWLIFa KapaTuaraH TepanesTuk
Yyopa-TaabmMpaapHN aHKK YTKa3ULL TaBCUA STUAAAN

YIC — 6upaaHnra yCumTa XyxalpanapuHUHE MMPWK NapyafaHuliM xamaa XyKalipa Tapkubuaaru
MoAanap Ba meTabonnTnapHUHN nepudepuk Tonanap Ba naasmara 6WATUAMWK HaTUXKAcKMAA to3ara
KeNyBUM MeTabonnk Bysunuwnap Komnaekcu xucobnavaan. Y/IC naTodusaMonorvacu Ba KAMHMK
TaCBMPWM Mapkasnga meTabonmsm Oy3manwnapu Ba Kaauin, Kanbuuin, docdatnap xamaa CUMAMK
KucnoTacu axkpanmb unkmwwm étagm. YC MKTHUHE UAK 4 KyHWAa Te3 puBOXAaHaan. JIeKMH CUHAPOM 7-
KyHrada, Keupok, 6olnaHraH xonatnap xam 6op. Y/ICHUHF puBOXAaHULL xaBdW Aaparack YCUMTaHWUHT
factnabkm  maccacura, KT bHownaHnwm apadacvaa OeMOpPHMHT XonaTtura Ba MeTaboNM3MHUHT
WHAMBUOYan XycycuaTnapura 60FAnK. Y/ICHM ONAMHW ONMWHUHE 3HF MyXMM 4opa-Taabupnapura
OKM/IOHA rMAapaTauma, CUMAMK UWKOPAALLYBW, TMAEPYPUKEMMALAH OTOXJaHTUPULL Ba Ty3aTULI, Xamaa
IKCTPONUTUK By3uaMLWNapra Kaplim Kypawni kupaaun. CtaHgapt ofmpank 3000 ma/m2 Hu, 10 Kr
Ba3Hraya 6ynraH 6onanapaa aca — cytkacura 200 MA/KF CYIOKIMKHIW TalKua ataaun. MHbysmanap ydyH
6a3aBuit apmutma 1:1 Hucbataa 5% rntokosa Ba 0,9% NaCl aaH nbopat. Jactnabkm nHby3nsa — Kaanmincmus
amanra owwupunagm. BUPOK, KeNMMHYaNMK OWOKMMEBMI Tax/mManapra MyBOOWK 3SNEKTPONUTAAP
KOppeKUMACH YTKasuanLmn no3nm. tOKopu anypes — 100-250 ma/m2/4-Hu t03ara KeATMpuLL Ba ylinab
TYPUL MyXMM YOpa-Taabmnp caHanagn.

Kuncnota (Wyp) Mmyxmutaa CURAMK KUCNOTACK XKyda CEKMH 3PULLINHU Xncobra onmnb, CUMAMKHUHT HeUTpan
€KW eHrMn nwKopam pH HW ywnab Typuw 3apyp: AnTp nHoy3mna yuyH 60 mmonb NaHCO3 (60 mn 7,5%
cofia apuTmacu ékn 100 —120 mn 4% copa apuTmach) AoMmmnii Hdysmna (Ekm 100—200 mmonb/m 2/cyT
napannenb MHoy3ma)ra kywmnaam. Cunamk pHeura moc NaHCO3 Kepaknum xaxmu TapTubra ConnMHULLIN
Nno3nm. bapya bemopnapra TepanuAaHUHE UAK KyHnapuaa (5-8 kyHnapu) 10 mr/kr/cyT posaga 2-3
MapoTaba (max — 500 mr/cyT) annonypuHon Kabyn Kuavw é3mnaan. JIeMkeMuK xyskaipanap maccacu
XafdaH opTuK 6ynca Ba/éKM ab3osap KaTTanalMIIM  Ky3aTWaca, [IOKOKOPTUKOCTEPOUANAPHUHT
BupuHUYM fo3ack Y/ICHM ONAMHM ONKLL YUYH CYyTKaAWK Ao3aaaH 1/10 — 1/6 HM TalKuA 3TULLK 3apyp.

Kumétepanua onaétran Y/1/1 6unaH kacannaHraH 6apua 18 éwraya 6yaraH 6emopnapaa 6yTyH
5C paBonaHuw mobalHuaa KO-TPUMOKcason [cynbdameToKkcaszon + TpumeTtonpum] 6unaH
NHEBMOUMCTUK MHEBMOHMAHN YHMBEPCAN NpoduaakTMKack (ONAMHM ONKLL) TaBCUA STUNAAN
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Ko-TpMMoKcason [cynbpameToKcason + TpumeTonpum] xaptaga 3 mapTta TpUmeTonpum byinmnda 5 mr/kr
03343 6Up MapTanmKk Kabyn Kuaumi éku cynbdameTokcason per os 6yimua 20 mr/kr (lokopu [03anm
MEeTOTPEKCaTHM Kyanall AaBpy ByHAaH MyCTacHO).

VN1 6unaH KacannaHraH bapua 18 éwraya 6yaraH 6emopnapaa besrak ku HowKa MHbeKLMA
5C 6enrvnapy mango 6ynraHza, KeYMKTMpMalr [apxon SMMNUPUK aHTMbaKTepuan TepanusaHu
folnall TaBcKA 3TUAaAM

HelitponeHuns (HelTpodunnap < 500/mkn) bunaH ofpuraH bemoppaa 6Oesrak neb 6asasuii TaHa
XaPOPaATUHUHT BUpP MapTanunK > 38,52Cra KyTapuaniLm kM Kyn mapTaimk (cyTkacura 3-4 mapTta) 382Crava
KyTapuauwimra antunagn. MHdekumscmn bop bemopnap BadoT 3TUWN XaBOU HOKOPUAUTMHUM MHODATTa
ONraH xonda, HeWTporneHua 6GunaH KacannaHraH Hemopaarn muenocynpeccus KT mobanHuaa
PUBOMKMAHraH b6e3rak UHekuma bopaurnaad ganonat 6epub, Aapxon SMNUMPUK aHTUDaKkTepuan
TepanuaHn boLNalHM Xamaa UHPEKLMA XapaKTEPUHN aHMK ALl MaKcaanaa aHUK TEKWNPYBHU amara
OWMPUWHN Tanab Kunaaun. AHTUOMOTUKNAPHUHT OOLWMAHFUY KOMDOUHAUMACMHWU TaHNaWwaa Maskyp
KAMHWKaaarm 6olika 6emopnapaa Kyn mapoTaba yTKasuaraH OaKTepMONIOTMK HaTUMKANAPUMHM Xam
xmcobra onul 3apyp: KOpWN HEMTponeHuAa AaBOMWMMAWUIKW, aBBan YTKasunagauraH KT, 6eMOpHMHT
MHPEKLMOH aHaMHe3n, aBBan Kabyn KMIMHIaH aHTMOMOTUKAAP KypCciapK Ba YAapHUHI CaMapaZopanri,
KAMHUK CUMNTOMATMKA MaBXyaanru.

BownaHFny aHTMOaKTepMan TepanuAHWHT CaMapaZlopnIM YHUHT eTap/iv 3KaHAUTMHKW Benrmnall
MaKcaamaa oaataa 24-36 coat yTraHnaaH cyHr 6axonaHaan, BUPoOK remoamMHammKka bapKkapopimri Ba
MHTOKCMKaLMA Japarkacu, Xamaa aHrv MHGeKuma nanao 6yamwm asxTMmonnudm baxonail ydyH 8-12 coat
opannkaa 6emopHM TakpopaH 6aTtadcun KYypuKAaH AOMMO YTKasMb Typull mMyxum. AHTMBaKTepuan
Tepanua HenTponeHua ByTKYN MYKOTUATYHra Kaaap AaBOM STaau.

VNN 6unaH KacannaHraH 18 &waaH Kuumk 6yaraH 6emopnapia Xam WMTPaKOHa30HU EKu
5C BOPWKOHA30/HM, XaM BUHKPUCTUHHU BUP BaKTHWUHT Y3naa Kabyn KMAULW TOKCUKANKHUHT KECKUH
owmnwn Tydanam TaBcMAa STUAMaNAM

VNN 6unaH KacannaHraH 18 éwraya 6YaraH Gemopnapia rpaHyaouLMTap Ba KOAOHMANAP
5C ByXyara KennwuHu KysratyBum ¢aktop (M-KCP)HM daKkaTrmHa ofup, xaéTra xaBd TyFaMpyByM
NMHbEKLMANAP PUBOKNAHIAHAATMHA KYNNall TaBCUA STUNAAM

Xankapo TafAKWMKOTNAp WYyHU KypcaTagauKku, M-KCOHM HOTYFpM Kynnaw peunams xaBOuHW owmpumn
MYMKUH. LLUYHWHT yyayH, T-KCOaaH reMonoesHu Ky3fFaTuil y4yH KOH MWAab Ynkapuw annasmacu GoHmaa
bakaT xaéT yuyH xaBdau 6yAraH ofmp MHOEKUMANAp pUBONKNAHraHAa doMaanaHu TaBCcua 3TUNaAM.
Ofup mHbeKkumManap xoamcacmaaH Tawkapu, M-KCP-gaH remMonoesHn Kysfall ydyyH anna3ma 4aBpuHU
KMCKapTUPULL Makcaamaa ponaanaHnil TaBcus asTMAManau.

bapua Y/I/1 61naH kacannaHraH 18 éwra TyAmaraH 6emopnapaa remornobuH mukaopu 70 r/n-
AaH Tywmnb KeTca, apuTpomacca TpaHchy3macK TaBcus aTuAaan

MHeBMOHMA Ba Hadac oOAMW  eTUWMAcAUMIMAaH  Talkapwu Gapya XxonaTnapa 3puTpomacca
TpaHcdysmacuHu remornobun 70 r/n-gaH nact 6ynraHaa, rematokput aca 0,3 AaH Kam 6yaraHaa éxku
aHEMMUA CUHAPOMMUHUHI KAMHUK CUMMNTOMAAPW (4@apAvmn cepymKyanK, Taxmkapama, Hadac KMcuamwm)
MaBKyA OYaraHAa amanra oWmMpuUAnLIK N03UM. KyinnaamraH sputpomacca go3acy 10 MA/Kr-Hu TaluKku
sTagn. VHdeKUMA pUBOXKAaHTaHaAa, spuTpomacca TpaHcdysmacu remornobud mukaopu 100 r/n-paH
TyWwmnb KeTraHAa amanra OWMpuUaan.
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bapua 18 éwraya 6yaraH Y/1/1 6unaH KacannaHraH 6emopnapaa TpoMboUUTAap MUKA0PK 15 —

5C
20x109/n-paH Tywnb KeTraHaa, TPOMOOKOHLLEHTPAT TPaHCHY3UACK TaBCUA STUNAAN

TpombouunTtnap TpaHcdy3nacH AaCTYPUn AaBONAHMLI NanTUaa xedy KaHaan éMoH acopaTnap byamaca
TpomboumTnap gapaxacu 15 000 — 20 000/mm3 aaH Tywmnb KeTraHaa amanra olwmpunaaun. Kymnagmran
TpombouunTtnap muragopu 10 kr BasHra 1 go3aHun Tawkma kunaam (1,5 m 2 TaHa cupT mangoHura 4-6
[03a), byHaa TpombomaccaHuHr 1 gosacuaa 0,5-0,7x1011 mukaopaa TpombouuTtnap 6yamwm 103mm.
MHBa3mMB MaHUNyNAUMANAP YTKA3NLL 3apypaTh TyFuaraHaa, Toombomacca darkatrmHa Tpomboumtnap 40
000 — 50 000 MuHr/MKNOaH Tywnb KeTraHaa Kynunagm. Xo3upru KyHaa Kouaa byiivya adepes mnyam
H6unaH maxcyc cenapaTop-ycKyHanap épaammaa 6uTTa AoHOPAAH ONMHIaH TPOMOBOUMTNAPHN Kyanall
Kepak.

bowka TepaneBTMK Yopanap

VN1 6unaH kacannaHraH 6apya 18 éwra TyamaraH bemopaapaa Hyp TepanuAcUHK (TaHnaHraH
5C Tepanua 6aéHHomacura Kapab) dakaT bolnaHFMY HeMpoaenkemmns exkm bollka EMoH oMuanap
6op bynraHAarMHa yTKasuil TaBcua aTMAa N

KpaHuan HypnaHtMpuw 6eBocuTa Ba Y30K MyAaaTtra KyWMMYa TabCMpra ara, WYHUHT Y4yH Xam yHAAH
(TaHMaHraH TepaneBTUK BaéHHOMaA4arM TaBcuaAnapra Kapab) GpakaTrmHa xaBd rypyxura maHcyd anpum
Kam coHnn Hemopnapra HucbaTaH donganaHmnaan. KpaHuan HypnaHTMpuw Kouaa 6yihmya 12 Ip
N033a4a, KOHCOMMAAUMA AaBpu Tyralwmra yTkasunaam. HypnaHtmpuw 6yTtyH 6ow cyarmHu Ba anbaTtra
YMYPTKAHWUHT BYMMH KMCMMAOATM 3-Ta Tena CereHTUHM Kampab OnMLKM MyXMM axaMuaT Kach aTtaam.
PeTpoapbuTan coxanap, 6bow cysary acocu, xamaa ypTa 6ol cysarm YyKypyacu coxacuaa Yykyp €TraH
YKOMNAPHMHI XaM KaMpab ONMHULLIMIA aN0XMAa 3bTUOOP KapaTuLl N103MM. Xap KyHANK 1033 BUPUHUYN KyH
YUYH — 1 ['p, KEMUHIU KyHNap Y4YH — 1,7 Tp-HM TalWKWUA Kunaan. Ternwam ymymMmnin 1o3ara 3puLnLL y4yH
xabTtacnura 5 KyH MobaMHWA@ HypAaHTUPULL 3apyp. HypAaHTUPULLHMHE YMYyMUIA  A@BOMUNAUTA
MHAMBWAYAN Tap3da Kabyn KMAMHaamMraH HypnaHTMpuw Ao3anapura 6oFAnK. KpaHWan HypaaHTMpuL
YU3UFAW Y-Te3NaTKMYaa YTKa3UAULLN 3apyp.

lOkopu xaBd rypyxura maHcyb 18 éwra TyamaraH Y1 6unaH KacannaHraH 6emopnapga 1-
pemuccna gaspuaa MXT YTKa3mLl TaBCcKA 3TUAAAN

KYypcatmanapra, pesepsaarn goHopra Ba CRra apuwumiira Kapab, tokopu xasd rypyxuaarn 6emopnapra
nnoxmn 6opuda apta myagataa ITXT yTrasunagn. TTXTHM 1- pemuccuagarn toKopu xaBd rypyxura
MaHcyb H6apua Kacannapaa sa Y/1/1 peunanenapv MaBxya Kacannapda yxwat 6yaraH TYAUK YpUHAOLL
[LOHOP TONMUANLLIN WapTW BunaH (oKopu aHMKAMKAarn HLA-TUnAaw) amanra owmpuira pyxcat bepmnaam
(Key n3onaumanaHraH sKCTpameAynnap peunamenm bemopnap OyHaaH MyCcTacHo).

LUyHWHT yyyH Bap4ya Bemopnapaa HLA-TMnnaw Ba AOHOP M3nalwHM 6olwnaw BemopnapHU Termnwan
toKopn xaBd oCTMAArM rypyxaapra asKpatuwgaH cYHr Aapxon nyara Kyamauwm sapyp. MHaykuma
TepanuacK YTKasmnaraHuaaH KeMMH pemmccusra apmmaraH bemopnapra xap KaHaam Typaarn annorex
MXTHM amanra owmpuLl (TEXHUK MMKOHMATAAP Ba AOHOP TONUAKLLMIA Kapab) maxbypuii xucobnaHaau.

HomeanKkameHTO3 AaBo

= TapTnb Ba Napxe3 HeMop XO0NATUHUHT OFUPAUTUTa DOFNNK.

= TapTnb — ETOK.

= [apxe3 — Cton Nell, cton Nelb, cton No5M (okcuara 60 ayumnk, EFam, KOBYPUATaH OBKATAAP MaH
3Tnagm).
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" Y3018UMA KUAMHIaH (6oKkc) nanatanapaarm 6emopnap: Tanabnap: 1aMMHap XaBO OKMMM; OKYMIN
KacannapHu maHouii Bocumra ara nanatanapra M30a8UMSA KUAWLL; LAXCU TUTMEHA Ba KY/1/1apHM
TyFpu To3anaw (“KCCTHUHT TMBOBUIN-CaHUTapua Epaamaa Kyanap rurmeHacu byrmya KynnaHmacu’ra
acocaH, *eHesa, 2006 1.);

" arpaHy/IoLMTO34a OF13 BYLLIMFUHM MNOPOIOH YyTKanap 6uiaH To3anall, aHTUCeNTUK BunaH Yaiumu;

= [lapxe3: Kam OaKTepuan OBKaTAap, Kynm OBKaTAaHuMW — éw 6yhnya Hopmara HMcHaTaH OKCKA
MUKOOPUHUHT BUp Spum HapaBapuHM TalLKWMA 3TyBYWM, BUTAaMUH Ba MWHepannapra 6o tokopu
Kanopuanu napxes. 1 Typaum xmn oBKaTAaHMW By3nmanwm 6ynraH 6onanap ydyyH oBKaTra xap Xun
Wwndobaxw apanaimanapHM KyLmLL.

= Mapkasunii BeHa KateTepuHu (TednoHaaH) YpHaTULL OpKaauW BeHa WMYyAMHM TabMUHAAW. KaTeTepHu
YM3MK OYyMnab y3rapTupull  TakMkNaHaaW. [lonvstuneHgad 6yaraH  KaTeTepaapHu  oKopuU
TPOMOOreHINK Ba MHPEKUMA PUBONKAAHULWIM XaBdU Oopanrnm cababnm Kynnaw TakMKIaHaAW.
MapKa3uit KaTeTepHM GaKkaT YKUMULWAKM TMOOMET XoaMMM Ky3aTKb Typa onaam Ba NapBapuLlnanam

HappoxavK paso

YTKUP %appoXMK NaTONOMMACK PUBOMNKNAHTaHAE Xa&T yUyH 3apyp KypcaTmanapra acocaH yTKasunaam.

JuncnaHcep KysaTys

VN1 6unaH KacannaHraH 6emopnapra HucbaTaH mMaxcyc NpoduNakTUK Yyopa-Taadbupnap xaau uiwnab
YMKUAMAraH.

VNN 6unaH kacannaHraH 6apya 18 éwra TymaraH 6emopaap y4yH rematonor/neanaTopHUHT
AVcnaHcep Ky3aTyBUHU/TEKLWIMPYBUHM YTKa3WLL TaBCUS 3TUAAAM

MycTaxkamnalw TepanuacuHu bolnawaaH onauvH TYNUK peMuccua Maskya byaraHaa, bemop Awau
oMKW Byinya neamatp (remaTonor)ra tobopunagy. MycTaxkamnal Tepanuacu bemopra sAwall Koku
6yiinya kypcatunagn. Maxannuin negmaTp (rematonor) agBas AaBonaraH Myaccaca MyTaxaccuciapw
TOMOHMAAH 6epuaraH TaBcManapra aman Kunaam. KemmHrm gucnaHcep Ky3aTyBUMHW TYMaH neanaTpaapu
Ba remaTo/Iornapu bowka myTaxaccucaap bmnaH skMH anokaaa onmb bopaaunap (Kypcatmanapra Kypa).
KacanamKHWHI pUBONKNAHUWMHM, BOWKA NOKaNM3aUMAAa YCUMTAHUHT PUBOMKAAHUW N IXTUMOAMNHMK Y3
BaKTMAA aHWKAW AMCNaHCep Ky3aTyBUHUHT aCOCUIA KOMMOHEHTU XcobaaHaau.

BemopHM KennHrn 6ockmunappa onnbd opul

JlabopaTopusA Ba MHCTPYMEHTaN TaAKMKOTNAP XaMAa MyTaxacCUC KYPUKNAPUHUHT AaBPUANUTA:

=" YMYMUI KAMHUK KOH Taxannm (nemkoumtap GdopmynaHm xucobna maxbypuit) myctaxkamaall
Tepanucu TyraryHura Kagap xadtaga 6up mapta onvHagu. MycTaxkamnaw Tepanusacu
TyraraHuzaH cyHr aca — oiaa 6bup mapra.

=  Tawxucnaw nantuaa aHWKNaHraH 6apya No3MUMANAPHN MyXKaccam KuaraH ODUMOKMMEBMIA KOH
Tax/IMAN MyCTaxKkamal TepanuacKk TyraryHura Kagap — 3 onga 6up mapTta, MycTaxkamiall
TepanuacK TyraraHMaaH cyHr aca — 6 oiaa 6Mp mapTa oNnHaaM.

= CyAK WAMTU NYHKUMACK Ba Ntomban NyHKUMA GaKaT KaCaNNIMKHUHT pPeumanBn pUBOKAAHULLIMIA
F'YMOH KMAIMHIaHA4ArMHa amara owmpmnaau.

= KOpWH BYWANFU, KMYMK TOC ab30/1apu Ba KOPUH OpKa Xyayam YTTcKM mycTaxkamaal Tepanuacu
TyraryHura Kagap 3 ovga 6up mapta amanra owwupwunagn. MycTaxkamnaw Tepanuacu
TyraraHuzaH cyHr aca — 6 oga 6up mapTa.
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= JlaBonaraH remaTto/ior MyCcTaxkamaall Tepanunsacy 6oLTaHraHnaaH CYHr Ba 6eMOPHM AlWall Xonu
6yiMnua neamatp (remaTonor)ra TonwwupraHuaaH cyHr, 6eMOpHM MyCTaxKamsall Tepanuacu
TyraryHura Kagap 3 onga 1 mapta KypuKAaH yTKkaszaam. Myctaxkamaaw Tepanuacy TyraraHuaaH
CYHI 3Ca XaMaa KaCcanuK peumamsm pUBONKAAHULWIN N'YMOH KUAMHIaHA4a — 6 oiga 6up mapTa.

=  bemop Awall *Konn bynnya neamaTp (rematonor)ra TonwmpuaraHaa, bup-bupura skuH daHnap
MYTaXaCCUCNAPUHUHT PEXKABUN TEKLIMPYBUTA 3appaT MYK. Arap BEMOPHUHT Karcnamp ab3osiap
TM3MMKUAA Tepanua apaéHuaa ByKyAra KeiraH Ba éHA0LW MyTaxacCcucaap apanallyBnHM Tanab
KMYBYM MATONOMMA MaByn, OYaca, Ha3opaT TeKWWpyBaapu AaBpuianri yuwa yxwaw daH
MYTaxaCCUCUHWUHT Y31 TOMOHMAAH MHAMBUAYAN Tap3da YpHaTunaam Ba 6enrmnaHaan.

YNN 6unan kacannaHraH 6emopaapHu amnalL/BaKLMHALMA KUANLL:
= [laBonaHuw mobanHnaa 6emopnap amnaHmamam (MCTUCHO Tap3da MMMyHo3and (3andnaturaH
MMMYHUTETra 3ra) bemopnapra Maxcyc CXema acocua Tepanua BaKTUZa renatut Bra Kapim
BaKUMHA KMAMHULIM MYMKUH).
= Arap mMycCTaxkamnalw TepanuAcu Tyrawura TYMK PEMUCCUATA SPULLNACA, TUPUK BaKLMHANAPHM
YMKapub TalwnaraH Xxon4a TYJMK XaxKMaa SMNaW UWAAPUHM aManra oWMpuLL MyMKKH.

TawWwKnanawTUpUAraH KONNEKTUBAA BV UMKOHUATK:
*  /HTEHCKB Tepanua YTKasuaUWM 4aBOMMAA TaBCUA STUAMANAN.
= MycTaxkamnal Tepanuacy YTKasuanil AaBpuaa aNMaeMMUONOTMK X0NaT Ba BEMOPHUHT KAMHUK-
NabopaTop xonaTnaaH Kenmbd YNMKMO YeKknaHraH.
=  MycTaxkamnall TepanuacuK TyraraHuaaH CyHr YeKnaHmaraH.

CnopT Ba OFfMp Uwnap 6MnaH WyFynnaHUL UMKOHUATH:
"  JHTEHCUB TePanMAa BaKTUAA *KUCMOHUIM 3YpPUKMLLNAPTA MYN KYAMaraH MabKy.
= MycTaxkamnall Tepanuacy aaspuaa HeMOPHUHT KAMHUK-nabopaTop XonatuaaH Kenmb Ynkmnb
YeKNaHraH.
=  MycTaxkamall Tepanuacu TyraraHuaaH CyHr AaBONAHMLL BaKTWAA TagHY-XxapaKaTAaHULL TU3MMM
NaTONIOrMACK EKM OFMP XaMPOX, KaCaNIMKNap PUBOXKAAHIAH TakaMpaa YeknaHaan. Arap byHaam
naTo/I0rMA Ba XaMpoXx KacanMKnap MaBKyd 6ynmaca, YyeknaHmanapn.

Tnbbuin peabunmntauma

VNN 6unaH KacannaHraH Hapuya 18 éwra TyamaraH 6emopnapia KOMMaeKkc peabunautauuma
YTKa3nw TaBcKA aTMNa AN

Peabuamtaupa 6Hona KaCaNAUMMHUHT  BUPUMHYM  KyHMAaH 6ownab  ywa [AaBpHUHT  Y3ura  Xoc
XYCYCUATAAPUHM xpMcobra onraH xon4a amanra OWWMpUAMILIK Kepak. focnuTannsauma H6OCKUYMHUMHE
Basndbanapu bupranmMkaa KacaaaMK Ba acopaTiapHM aHMKMALL, acCOCWM KacalNMKHW [aBofall, Xap
TOMOHNamMa TMBOUIA Ba NCUXONOTMK peabuanTaumsa KMAULW Ba Y3Mra Xoc Tepanua acopaT/iapUHUHD
ONAMHWM onuuwaaH nbopat. bemop 60na MCUXONOTUK XONATUHMHE Y3MUra XOC XyCyCUMATNApW, COF/IOM
TeHrgownapn  6mnaH  MYJOKOTHUMHI  WYKAWUIK,  Nedarormk  3bTMOopcusnunK,  Hona-oTa-oHa
MyHOCabaTnapuHUHE TUNep xumossaHuwra HucbataH aedopmaumac, anoka OGYHKUMANAPUHUHT
Oy3nnnwmaaH Kenmb YMKKaH xonaa, NCUX0IOrMK Ba Neaarornk peabunmtaums 6y 60ckmyaa Komnaeke
PeabUNNTALUMAHMHE 3HT MYXMM KOMMOHEHTW XmMcobnaHagn. Maskyp 6ockmuga peabunmtaumaHuHr
AKYHMI MaKcaamra apulML y4yH KacaiIMK Ba XapakaTul Gaoninrn YeknaHmwmn Tybannm 6onaHuHr
YCULWLIM Ba PUBONXKNAHULWIMAATN BY3UANIINAPHUHT ONAMHM ONNLW, XapaKaTaaHUwAaaru Oy3nanwnapHuUHL
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ONAMHM ONnW Kabu Kyaa Myxmum 6yaraH Basndanap xam xan KuamHaam. MycTaxkamnalw TepanmuacuHm
bolwnawaaH onamH bemop TYIMK PeEMUCCUSATA SpuULLIA 0/1Ca, AllaLl XolKu byiiMya neamaTp (remaTtosor)ra
tobopunaam. bemopra Awaw KoMmaa €pAamun Tepanua KypcaTunaau. Awaw Komuaarn neamaTp
(remaTosior) aBBan AaBosiaraH Myaccaca MyTaxacCMciapu TOMOHWAAH OepuaraH TaBcusaapra amasn
Kunaan. Ywby 6ockuuga TMOOUN, SKUCMOHUI Ba pyxuin peabunntauma yTkasmaaam, 6eMOPHUHT ab30
TM3MMAAPKU GYHKLMOHAN X0NaTU TUKNAHAAM, WYHWHIAEK, bemop ambynaTopma pexxMmMm WapouTaapura
MOCNaLaAM, YHUHT MCUXONOMMK XO0NaTUHW/ MWwnaw KoOBUAMATU TUKNaHaaW, YpraHunaaun. OucnaHcep
Ky3aTyBM TyMaH neamaTpiapu Ba remaTonornapy TOMOHMAAH OoWwKa myTaxaccucnap OunaH AKWMH
anokaaa onnb bopunaam (kypcatmanap 6yimya). Komnaekc peabuantauma aMcnaHcep Ky3aTyBUHUHT
aXKpasiMac KOMMOHEHTM xmcobnaHnb, OyHra ncuxonpoduaakTuka, TepanuAHUHE Y30K MyaaaTaun
TabCMpK/ acopaT/apMHM Ba XaMPOX KaCaNA/NMKNAPHM aHWKAAW, A0PU-A3APMOHAM, TCUXONOTUK,
XKUCMOHMIA peabunutauma, YKUTULW, Kacbra WMyHanTMPWLL, OWMNaBMIA MacnaxaT Kabu MXKTMMOWI Ba
XYKYKWI peabunmtauma Kupaan.

Tnbbmt épaam KypcaTUAULWMNHN TAWKUANAWTUPULL

Bupnamum TMHOUIN-caHUTapus €paamra KOH, KOH uWwaab 4YMKapyBYM ab30/1ap KaCalMKAAPWUHK,
nmmébouna, KOH Miinab YmMKapyBuM Ba ynapra AKMH Tofanapaary xaBdam yCMmTanapHu ONAMHU ONNLL,
Tallxucnall, AaBonall, TM6O6UIM peabuantauma KUAUL Ba COFIOM TYPMYLL TAP3MHM TaLLKWA 3TULL KUPAaM.
bemopaa Y/1/1 6opanru wybxa KMAMHraHAa, Maxaanmii WndoKop-neamaTp, yMyMui amaaméT wudokopm
(onnasui wWndoKkop) kM BoWKa MmyTaxaccuc WndoKopaap KOHyHAa benrmnaHraH myanat uynaa
Bupnamum TMBOUIN-cCaHUTapUs EpaamHM KYpcaTULL Makcaamaa 6eMopHM KoHCYIbTauuma (MacaaxaT) yuyH
TAWXMCHW aHMK Benrmnall makcaamaa Maxcyc MmaHunyasumanap (Cysak MAMMM NyHKUMACK, CyaK UANUMU
TpenaHobuoncusacK) épaammaa acocuii TalXMCNALMLLNGPM amanra OLWMPUIYBYM Maxcyc TMHOMI
Myaccaca (remMaToNornK KabuHeT, reMaTONOTUAHNHT KAMHUK-AMATHOCTUMK By anmm)ra tobopaannap.

Tawxmcnaw (AMarHOCTUKA) TaAKMKOTNAPUHM YTKA3ULHMHT UMKOHW YK BYAraH Takampaa, bemop tokopwm
TEXHONOTMK, Manakanu TMbbuit épaam KypcaTyBYM Ba reMaTONOTMK KacaaNMKNAPHM aHWK, TalXMCN0BYM
bolKka TM6OKMn myaccacara MynnaHaan. Manakanu, Wy *KymnaZaH, FOKOpPKW TEXHONOTMK TMOOUN Eépaam
WwndoKop-remaToNornap Ba Howka myTaxaccuc WmndoKopaap TOMOHUAAH AOMMMNIA KONMO AaBONAHUWHM
Ky34a TyTyB4YM CTAUMOHAP LWAPOUTAA KYpcaTuamb, yHra maxcyc ycnybnap Ba Mypakkab yHUKan Tnooumia
TEXHONOTMANAPHM Tanab KMAyBUM KaCaNMK Ba XONATNAapHM ONAMHM ONWW, TAWXMCAAW, Ba AaBOMALL,
WYHUHTAEK, 3apyp MOAAMM-TEXHWKaBMI Oaszara, OKOPM ManakaamM myTaxaccucnapra Ba TvMb6uin
baonnaTHM 0nnb Bopull y4yH AMUeH3nAra ara TMb6OUIM Myaccacanap TOMOHMAAH amanra oWnpuayBUn
TMBOUIN peabunmtaumns KMpaau.

VNN 6unaH kacannaHraH 6emopnapra TM66Mit paam KYpcaTULLHUHT Ma3Kyp BOCKMYMAA, TEKLMPYB Ba
[aBonall TaKTMKACK, xamzaa rocnutanmsaumsa 3apypaty WwndboKkop-rematonornap TomoHuaaH (3apyp
6ynca, Kywmmya OOLWIKA MyTaxaccuc wWwWndokopnap TOMOHWAAH xam) benrmnaHaaun. Wndokrkopnap
KOHCUAIMYMU (KeHralwmn) Kapopu Ternwnm HaéHHomaga Kana 3Tmamb, yHUMHr Bapya KaTHallumaapu
TOMOHMAAH MM30 BuNaH TacaAMKNaHNMG, BEMOPHUHT TMBBUIM XyKKaTAapura KUPUTUNAAMN.

Tes TMO6UIN Epaam KypcaTul BakTuaa Y/ Wybxa KMAMHraHAa KM aHUKNaHraHAa, Maxcyc ycumTara
Kaplwn AaBonaw ycnybnapuHu Kynnaw 3apypatv Ba 6emop OWAaH MwNaw TaKTUKACUHW aHWKAALL
MaKcaamMaa GemMopHM TremaTONOTMK/OHKOMIOTUK Kacanivknapaa TMbouin épaam KypcaTyBUYM Maxcyc
TM66MIN Myaccacanapra tobopunaam.

CTaunoHap wapouTuaa (pexa acocmaa) rocnMTanmsauma KUAuLW yqyH Kypcatmanap:
" MaK mapoTaba AMarHOCTUK BOCKMUMHM amanra OWMPUL y4yH KOHZa XaBdau KacaiamK ryMOH
KUAWHraHoa
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= TepanuAHUHT KeMUHTM BOCKMYMHM (MYCTaxKaMI0BUYM TepanusagaH TalKkapu) amanra owupuiira
3apypart TyfuaraHaa

MoKasaHuA ANA rocnMTannsaumm B CTaumoHap (3KCTPEHHO):
* [lepBMYHO NPM NOAO3PEHUN Ha 3/10KAYECTBEHHOE 3ab0/1eBaHNe KPOBM A/ MPOBEAEHUA NEPBUYHOIO

neyeHus
= Jlioboe yxy[leHNe COCTOAHWA MNauMeHTa, Pa3BUTME OC/NOMKHEHMI, Tpebyowmx npoBeaeHNUs
9KCTPEHHOW Tepanunu B yCNOBMAX CTaLMOHapa

= [lofo3peHne Ha peunams 3abonesaHma/pa3BuTE BTOPOM OMyX0Iu

MoKa3aHUsA K BbINUCKE NaLMeHTa U3 MeAULMHCKOM OpraHu3aLmm
= OKOHYaHWe 3Tana Tepanuu Npu ycioBUU OTCYTCTBUA MHOEKLMOHHbBIX M TOKCUYECKMUX OCTOMKHEHU,

CUCTEMHbIX HapyLEeHWI, TPebYoWMX Tepannm B YCIOBUAX CTaLMOHapa

= OKOHYaHWEe UHTEHCUBHOMN TEpPanumM Npu COXPaHeHMUM KAMHUKO—TeMaTOI0OTMYECKOM PEMNCCUM

= B c/y4ae Npu3HaHUA MauMeHTa WHKypabenbHbiM, AAA AafbHeMWero okasaHuAa naa/iMaTUBHON
MeMLMHCKON NOMOLLM B MEANLIMHCKOM OpraHmn3aLmm No MecTy KUTeNbCTBa.

Tnbbumit éppam cnpatHu baxonaw mesoHNapu

Pemunccma mesoHnapu:

Mepudepuk KoH

= H1acTeEMUA NYKANTK;

= HenTpodunnap mukaopu 1,0 x109 /n-paH BYTKYN HOKOPUANUTH;
= Tpombountnap 100 x 109 /n-paH Kynauru;

* nepudbepuk KoHAa 6aacTaap Ba NPOMMENOLMUTAAP NYKANUTA.

Cyak nnurn
= XyXKalpanu cyak uamrn 5% naH kam 6nactnap;
= 3KCTPaMeaynnap Y4oKaap NMyKAMIn.

Henponelikos
" |IMUTONOTUK TEKWMPYBAa OPKA MUA CYOKAUTMAa Haactnap MYKAUMU. 5 KA/MKA-AaH KYNpoK UmMTO3
Ky3aTUAWULIN MYMKKH, IeKMH By Benrn Ky3aTuamimn MmyKkappap amac.

PedpaKkTepauk:
" MHAYKUMAHWUHT 1 da3acmaaH CYHT peMnccus myKamrm

Mporpeccusn:

= Kamnga 25% umpkynauma 61acTAapUHUHT EKM CyAK MAaMrMaarn O6AaCTAapHUHE Kynauuwmn Eku
SKCTPameaynnsap y4orkaap/MakoHAaPHUHT Nanao 6yanwm

= CyAK MAUTKM peunansm — ABBAN TaCAMK/IAHTAH CyAK WAWUMU peunamsu masxyg bynraH bemopaa
HaBbaTAarM cysak UAn Tekwmnpysmnaa 5% Kynpok 61acTaapHMHE aHUKNAHULWK;

= Heipopeumams — LUMTo3 Ba OOW Cysarn numaarn xaxkKMam ycumTanaplaH KaTbW Ha3ap OpKa mMus
CYIOKAMIMAA TMCTONOTUK TacauK bunaH bractnap aHMKAAHUIWK. Arap Ma3Kyp yamanapHu buoncusa
KUAULL MMKOHM BYamaca, No3uTPOH-amUcCHoH Tomorpadua (M3T) / KomnbioTep Tomorpadpusacu
YTKA3MAMLWKM MYMKKH.

= TeCTUKyNAp peumams TalWXMCKM MNanbnaumaga 3vKAalWraH MOAKHWMHT OMpP €KUM MKKM TOMOHAaMa
KaTTanalun acocmaa Kynmnaau.
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= BolWKa aKCTpaMeaynnsp peunamsnap — Tepu, opbutanap, yMypTka Ba KyKpak Kadbacu opacuaarm
lWMKacTAaHMWNap, ammea TyryHnapaarn xamga bomoacvmoH 6esnapaarv WUKacTAaHuWAap Ba
HoLLKanap rmMcToIOrMK Ba UMMYHOTUCTOKMMEBUIA yCyn BUnaH aHUKAaHaaM.

Ne Tn66uin épaam cudatmHm baxonalw mesoHnapu baxapunam

18 éwwrava 6yaraH Ba Y/1/1 6unaH kacannaHraH (4ea ryMoH KuavHraH) 6emopnapa

nactnabkm Kabyn nantmaa, WHAYKUMA TepanuACMHMHE 8 KyHMAa Ba KeWuH

KMMEBUIN Tepanua YTKasuWmM Nantuaa YMyMUin (KAMHUK) KOH Taxauam OnuHuG,

nenkoumTnap (nerkoumTtap dopmyna) anddpepeHuman MUKIOPU XMcobnaHam.

18 éwrava 6yaraH Ba Y/1/1 6unaH kacannaHraH (4eA ryMoH KuavHraH) bemopnapa

MHAOYKUMA OAaBpuaa (TepanuaHuHr 15-KyHnaa Ba MHAYKUMA Tyraliura) nyHKuma

OpKaNM CysK WAUTMAQH LMTONOMMK MnpenapaT ONMHWO, CyaK WAWTKM CcypTmacwu

LUMTONIOTUK TEKLIMPYBM (MMenorpamma) yTkasmnam

18 éwra TyAmaraH Y/Ira wybxa KuAvHraH H6emopaa cyak WAWIM npenapaTu

LMTOKMMEBMIA TEKLIMPYBM YTKA3UAAM

18 8wra TyamaraH Y/1/Tra wy6xa KManMHraH 6emopaa cyak ManMrnaar reMonosTnk

YTMULIAOLW XyKapanapHUHT UMMYHOGEHOTUNNAHMULLM YTKa3nAAM

18 éwra TyamaraH Y//Tra wybxa KuavHraH 6emopaa Cyak WAUM acnupaTti 6up

5.  KydT xpomocomacmaa LUTOreHeTUK TEKWMPYB (KapuoTmn) Ba MONERYNAP-TEHETUK Xa/yK,

Tekwnpys (FISH-ycnybu) yTrasmnan

18 éwra TyAmaraH Y/11 6unaH KacannaHraH (aea wybxa KuauHran) bemopaa

[VAarHOCTMKa OaBpMAa Ba Tepanua KapaéHuaa OpKa MMA MYyHKUMACKM amanra

ownpuamb, opKa MUA CYHOKAUTUM TapKMOMAArn OKCUA Ba [/tOKO3a Aaparkanapu

TEKWWUPUNAN, OPKA MUA CYIOKAUTM MUKPOCKNOAA Ky3aTunau. LWyHuHraek, xmcob

Kamepacuaa xyx»anpanap xucobnaHub (UMTO3 aHWKAAHMLWIK), OpKa MMA

CYIOKANTMAATN XYXKAWPANAPHUHT LUTONOTUK TEKLIMPYBU YTKA3UNAW.

VNN aHvknaHraH 18 éwraya 6yaraH 6emMopHM Kylimaarn TepanesTUK

H6aéHHomanapaaH 6mpun, Mocksa —bepanH rypyxm 6aéHHomanapm (ALL-MB-2008

ékn ALL-MB-2015) ékn BFM rypyxm 6aéHHomanapu (ALL-BFM-95 ékun ALL-BFM-

2000) 6ynya pasonalura kypcatma bepunau.

18 8wra TyAMaraH, Y/1/1 aHWKNaHraH bemopaa HeiponelKeMUAHU ONANHN ONULL

Ba 4@aBo/1alll MLWNAPW aManra OWUpPUNaM.

18 éwra TyAmaraH, Y/1/1 aHWKNaHraH 6emopaa aHTMmeTaboaunTnap épaamuaa

MyCTaxKamaall TepanuAaCcKHM YTKasuLlra kypcatma bepunau.

Ph+-Y/111 aHuknaHraH 18 éwra TyamaraH 6emopaa (drnasenbdpua xpomocomanm

VNN —1(9;22)(q34;q11.2)/BCR-ABL1) cTaHaapT Tepanuara TKM xam Kymnam

VNN aHuknaHraH 18 éwra TyAmaraH 6emopnapia UHTEHCMB Tepanua Aaspuia

MapKa3uii BEHa KaTeTepu ypHaTMAON

VNN Tawxucn KynnraH 18 éwraya 6yaraH 6emopaa TepanuAHUHT BUPKUHYM

12.  KyHnapuaa (xadtanapuaa) Y/ICHWM onanHu onulra KapaTuaraH Yyopa-Tagbupnap Xa/WyK,
amasra owmpunam

Xa/WyK

Xa/WyK

Xa/yx,

Xa/yx,

Xa/WyK

Xa/yK

Xa/yK
Xa/ "y,
10. Xa/yK,

11. Xa/WyK,
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Unosanap

KnuHuk 6aéHHOMaHU uwinab YyuKkuuw memooosn02uacu

[anunnapHUHT UWOHYNAUNUK AaparkacuHKn 6axonall WKanacu
(mmarHoctuk apanawysnap y4yH)

JannnnapHUHT UWOHYANAKK Aaparkacu
PedepeHc ycyn épaammaa HasopaTt OCTUAA YTKA3UAraH TaAKUKOTAAPHUHT TU3UMAK Lapxaapm

1 .
€K1 MeTa-TaxMN épaaMmmnaa paHAoMMU3aUMANaHTaH KIMHUK TaAKUKOTIaPHU TU3UMAN LapXu
PedepeHc ycyn HazopaTh BunaH yTKasuaraH anpmum TaKMKOTAap EKM alpum

5 PaHAOMM3AUMANAHTAH KAMHWK TAAKAKOT/EP Ba Xap KaHOan AnsaiHaary TaakMKoTIapHK

TU3UMAKN PaBULLAE KYPUD YNKMAULIK, MeTa-Tax/ M épaaMmnaa paHaAoMU3aUmMANaHraH KIMHUK
TaAKMKOTNAPHM TU3MMAM PaBULLAA KYPUO YMKUAMLLIKM BYHOAAH MYCTacHO
PedepeHc ycyn épaammaa U34ma Ha3o0paTCu3 EKM YpraHmnaéTraH ycyagaH mycrakun 6yamaran
3 pedepeHc ycyn épaammnaa YTkasuaraH TaakMKoTAap éKn paHaoMMU3aLmManaHmaraH KMEecuia
TaZIKMKOTNAP, WY KyMNaaaH, KOropTaAu TaaKMKOTAAP
4  KunécnaHmaraH TaZIKMKOTNAP, KNMHUK X0N1aT TaBcudu
5  MyonaxaHWHI TabCUp MeXaHM3MM acoCaapn EKM SKCNEepTaap Xya0cacu

[anvnnapHUHT NWOHYNAUNUK AaparkacuHKM 6axonall WKanacu
(npodunnakTuK, gaBonaw, peabuantaumoH apanallyBaap y4yH)

[JanunnapHUHT UWOHYANAKK Aaparkacu

MeTa-Tax/ N épaammnaa paHaAOMMU3aUMANAHTAH KAMHUK TaAKMKOTAAPHN TUSUMAKN PaBuMLLAA
KYPMO YnKnamwmn
ARpUM paHAOMM3ALMANGHTAH KIMHUK TaAKMKOTNAP Ba Xap KaHAal AM3aiHaary TaaKkMKOTAapHM
2 TU3UMAM paBuLAA KYPUD YNKUAULWIN, METa-TaxNna épaammaa paHA0MM3aUMANaHTaH KANHAK

TaAKMKOTNAPHM TU3MMAM PaBULLIAA KYPUB YMKUAMLLIM ByHAAH MYyCTacHO
3 PaHaomusaumanaHmaraH KMECU TaAKMKOTAAP, WY KyMaadaH KOropT/iv TaaKMKOTAAP
KnécnaHmaraH TaaKkMKOTAAP, KANMHUK XONaT EKN X0NaTaap cepuacu TaBcudu, “xonat-Hasopat”

4
TaKMKOTH

5 MyonasKaHUHT TabCUP MEeXaHWM3MM acociapy (KAMHUKA ON4M TaAKUKOTAAP) EKN SKCNepTaap
Xya0cacu

TaBCMﬂﬂapHMHF NUWOHYNAUNNUK OapPaXKaCUHU 6axonaLu WKanacn

TaBCUANAPHUHT ULWLOHYNUNUK faparKacu
Kyunu TaBcus (6apya KYpmb YMKMAraH camapaZiop/iMK Me3oHNapu (HaTUKanap) Myxmum YpUHHM
A srannanam, 6apya TaAKMKOTNAPHMHT METOA0N0TMK CMdaTU IOKOPW EKM KOHUKAPAM Ba
KM3MKTUPAETTaH HaTKMXKanap bynnya xyanocanapm KenuWnaraH)
LLlapTaun TaBcua (aMpum KYprb YMKMATAH CamapaZiopanK Me30oHAapKW (HaTUKanap) Myxmm
B  YpuHHM arannanam, anpum TagKMKoTAaPHUHT METOA0N0MMK CUdaTK HOKOPK EKM KOHMKAPAN
Ba/EKM KM3NKTUPAETTaH HaTUXKanap byinnda xynocanapu KeanwmamaraH)
Kyucuns TaBcus (cudatam ganmnnap Kentmpuamaran (Kypmb Ynkumaran camapasopivk
C  me30oHNapu (HaTuKanap) Myxmm YPUHHKW arannamanam, bapya TaaKMKOTAAPHUHT METOA0I0TMK
cndaTh NacT Ba KM3NKTMPAETraH HaTUXKanap 6yiMmMya xynocanapu KeamwmnamaraH
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18 éweaya 6yneaH Y/1/1 6unaH KacanaaHeaH bemopaapHu dasonaw 6aéHHoManapu

ALL-MB 2015 Poccus TaaKUKOT rypyxm 6aéHHomack 6yinya AaBoNalHUHT aCOCUI KoMAaanapu Ba
cxemanapu

ANN-MB 2015 Taakukotvaa '"xaBd rypyxu" VpHura "TepaneBTUK Typyx' aTamacu WLNATUAMaH.
TepaneBTUK Trypyx, TepanuaHu 6ownawgaH ONAWH aBBafJaH aHUKAAHMO, TeHeTUK TaAKWMKOT
HaTUMKaNapuHWU ONTaHAaH KeluH benrvnaHagu. TepanuaHUHr 36 KyHuaa (B-yTMuwaow xyxanpanap
YN yuyH) xamaa 15 Ba 36 kyHuaa (T-Y/1/1 yuyH) xap 6up 6emop TakpopaH baxonaHaan. Arap Aasonalura
HucbaTaH EMOH KaBob Kaing aTnica, bemop toKopu xaBd ocTMAAru rypyxaapaaH bupura yTkasmnaau.
Mabaym 61p TepaneBTUK rypyx yd4yH 6aéHHOMaHn dakaTrnHa H6apya AacTnabkn MabaymoTNapy aHUK,
6yaraH Ba Kepakau TEKWMpPYBAapAaH yTraH bemopiaprarmHa Kyanail 3apyp. Arap kancuamp 6aHa yyuyH
KaHOanaMp MabayMoT (MUCON y4YyH, MMMyHOdEHOTUNAaLW, AacTAabku nomban NyHKUMA amanra
ownpuamaraH 6ynca), bemop mabaym OUpP TepaneBTUK Typyxra KMpUTMAA OAManaM, Ba YHUHT Y4yH
TepanesBTMK peXa WHAMBMAYan Tap3fda TaAKMKOT paxbapyu TOMOHWAAH KAWHWKAHWHT  BoLiKa
wmdokropnap bunaH bupraamkaa nwnab Ynkuaou.

ALL-MB 2015 TaggmroThapnia TepanesTUK rypyxiapra axpaTuL

bapya 6emopnap (>1 éw < 50 éw)

/\

B-precursor ALL T-ALL Ph*-ALL
A-E rypyxnapu T-rypyxu F-rypyxu
\\\
\\\\\\
ey \"\4\
| 21sa<i5éw || 215éw ‘%’g%:)”o?ck? (12;21) SRG ImRG HRG
C-rypyxu ! {(4.11';' ) 1221-rypyxu T-SRG- T-ImRG- T-HRG-
4 rypyxu rypyxu rypyxu
D-rypyxu /\

SRG ImRG SRG ImRG
As 1221-SR- 1221-IRe
rypyxu rypyxu rypyxu

36 KyHra pemuccuma
Kyaaﬂinmap,m

BupuHumn pemuccuaga NMXT

E-rypyxu
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TepaneBTUK rypyxaapra axkpatui Me3oHNapwn
bapua 6emopnap 6olumaaH 61acT xyaipanapHUHI UMMYHOTUAMIA Kapab B-yTmuwaow xyskaipanu Y/1/1
Ba T-Y/1Ira axkpatunaan. Ph-myc6at Y11 (£(9;22); BCR-ABL1) 6unaH KkacannaHraH 6emopnap anoxpaa

rypyx (F rypyx)ra axpatunaau.

B-ytmMuwaow xykaipanm Y171 6unaH kacannaHran 6emopnap Katopura Kylingarunap Kmpagu:

= Xap KaHman éwpgarv Ba bowka benrmnap 6op-MyKAMrMaaH Katbu Hasap t(12;21)au 6emopnap
anoxmaa axpatunagau. Kywummya KAMHWMK anomatnap 6op-mykanrmra Kapab ynap 2 rypyxra
6YynnmHagn: «1221 -SR» rypyx («ctaHaapT xasd» 6emopnapu) Ba «1221-IR» rypyx («opanuk xaBod»
6emopnapu). «1221-SR» rypyxu: nemkoumTnap Oactnabku mukoopu <30x10°/n Ba Kopawurap
(Tanok) Ynuamm <4 cm, MAT (Mapkasuin acab Tuanumm) xonatu I/1l. «1221-IR» rypyxu: nemkountnap
factnabkm mukgopu >30x10°/n Ba/ékn Kopaxkurap (Tanok) ynuamum >4 cm Ba/ékm MAT xonatw I
(6np BENTMHUHT Y31 eTapan).

»  FwpaH KaTby Haszap D mepanesmuk 2ypyxudaau 6emopnapaa factnabku nenkounTtos >100x10°/n
(«D1» rypyxu) Ba/ékmn gactnabkm nemkoumTo3aaH KatbM Hasap t(4;11) masxkyanurn («D2» rypyxm).
ByHaa pactnabku neikoumtos >100x10°/n 6ynaran Ba t(12;21)ra sra 6emopnap «D1» rypyxura
KUPUTUAMANAN.

=  BouwkKa bemopnap éwra Kapab ctpaTuduKkauma KnanHaam (axkpatnnagn): 15 éwoaH Kuyuxk bemopaap
Kynmnaarmn benrnnap 6op-mykamrira kapab tepanmaHn Kabyn Kunaamnap: «A» rypyxm — «ctaHaapT
xaBd» Bemopnapm Ba «B» rypyxu — «opanuk xaBd» Gemopnapu. «A» rypyxu: nemkoumtnap
nactnabkm mukaopu <30x10°/n Ba Kopaxkurap (Tanok) yauamu <4 cm, MAT xonatv I/1l. «B» rypyx:
nenKoumTNap gactnabkn mukaopu >30x10°/n Ba/Ekn Kopaxurap (Tanok) Yayamm >4 cm sa/ékm MAT
xonatu Il (6up 6enrnmHUHr Y31 eTapan).

= 15 éwdaH kamma 6emopap anoxuda «C» TepaneBTUK rypyxura axxpaTuaaau.

= B-yTMuUlIgOW XyKalpanu Bapuya TepaneBTUK rypyxaap («A», «B», «C», «D1», «D2», «1221-SRy,
«1221-IR»)aarn bemopnap TepanmaHNHT 36 KyHUA@ PEMUCCUMA MaBXKya By iMaca loKopu xaBd rypyxm
(«E» rypyxm)ra yTKasunaau.

T-YI/1 6unaH KacannaHraH 6emopnap waapudaH Kameu Ha3ap 3-Ta TepanesTvK rypyxaap (Kyin, ypTa
Ba OKOpW xaBd rypyxnap) ra axkpatunagm. Ctpatmdukaums 6HnacTt xyxanpanapgarm CDla Ba T-
Xy*kanpanu peuetopnap (TCR — T cell receptor) akcnpeccuacura xamga TepanuaHuHr 8, 15 Ba 36-
KyHWMAArn HaTMXKanapra acocaH amanra owmpunagn. Xap omp rypyx (« T-LR», «T-IR», «T-HR») yuyH y3
TepaneBTUK KAaTOPW Ky3aa TyTUAraH.

«T-LR» rypyxu: «CDla+, TCR—» gactnabku neitkountos <500x10°/n Ba TepanuaHuHr 8- (<1000 6nact
Xy»Kapanapu/mkn nepndepmk KoHaa) sa 15- (<30% cysk uamrmaa) KyHuaa AxWm KaBob KanTapuiimn
Wwaptm bunaH xamaa TepanuaHWHr 36- KyHMAa PeMMCCUAra 3pUWLMAMWK  WapTu bunaH. Arap
TepanuaHUHr 8- KyHuaa nepudepnk KoH Mragda =1000 6nact xyxKarhpanapu 6ynca, bemopnap T-IR
rypyxura yTkasmnaam.

«T-IR» rypyxm: «CD1a+, TCR+» ékn «CD1a—, TCR—» TepanuaHuHr 15- kyHnaa (<30% cyak uanrnaa) axwm
*KaB0Ob KaMTap/IMLLIM Ba TEPANUAHWUHT 36- KyHWAA PEMUCCUATA SPULLIMAMLIN LWAPTK BUAaH.

15- KyHU éMOH HaTuKa (230% cyak uanrnaa) Kama sTuaca kM TepanuaHnHr 36- KyHKaa pemmuccusra
spuwnnmaca, T-LR Ba T-IR rypyxmu 6emopnapu tokopu xasd rypyxm (T-HR) ra yTkasnnaam.
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MaumeHTbl ¢ BapuaHToMm akcnpecckm «CDla—, TCR+» aKkcnepceua Typu byaraHd 6emopnap 6owmnaan T-HR
rypyxmra Kuputmaaau.

TepaneBTHK pexanap
«A», «B», «1221-SR», «1221-IR» rypyxs 6emopnapn MHAYKUMA, y4Ta KOHCONMAALUMA Ba MyCTaxKamaall
TepanuAcuHKM onaan. «B» rypyxmaarm 10 Ba yHAAH KaTTa éwaary 6emopnapaa Kywmnmya 12 I'p go3aaa
KpaHMan HypAaHTUpULL YTKasunagn. «1221 -SR» rypyxmaaru tepanua «A» rypyxuaarn Tepanusagat,
«1221-IR» rypyxmHWKKM 3ca — «B» aaH acocaH dapK KMaManan. Ynap opacmaary AkoHa Gapk WwWyHaaku,
«1221» rypyxmaarn bemopnapaaH xe4 b1pura KpaHnan HypaaHTUPULL aManra oLMPUIMaNan.
«C» rypyxpaarn 6emopnap MHAYKUMAOAH CYHT 6 KOHCONMAAUMANAPHN YMYMUIA MUKA0PKW 36-Ta BYnraH
acnaparuHasa, 6upok 5 000 E[l no3aga (WyHaan Knamnb, acnaparnHasa Kymyaatue gosacu ALL-MB 2002
Ba ALL-MB 2008 TagkMKkoTnapura Kypa Opanuk xaBd rypyxuaars bemopnapra Moc Keniagu), Ba
MyCTaxKamnall TepanuacuHm Kabyn kmamwaam. MAT aactnabku WMKacTaaHMaraH MasKkyp rypyxaarm
6emopnap HypAaHTMPUAMANAN.
«D1» rypyxu 6emopnapu MHAYKUMA, y4 KOHcoNMpaauma, 12 rp no3aga KpaHuMan HypaaHTUMPULL Ba
MyCTaxKaMaalW TepanuacuHK Kabyn kunagunap. Maskyp rypyxaarn 6emopnapra M3 - acnaparvHasa
UHOYKUMAHWHT 5-cyTKacuaa (odaTAa YCMMTanapHUHE KaTTa YA4amaanurvuHum mHobaTra onraH xonna
NMHAOYKUMAHWHT 3- KyHWAA aMac). «D2» rypyxuaarv Tepanua «D1» rypyxpaarv Tepanuara yxwal, 1eKuH
pevHayKumara boptezommb KyWwmaraH.
«T-LR» Ba «T-IR» rypyxu 6emopnapun nHAyKLUMA, 3 KOCONMAALMA Ba MyCTaxkamaall TepanmacuHu Kabyn
Kunagmnap. Maskyp rypyx 6emopnapuaa MAT pactnabKku WKMKACTAAHUWKM Ky3aTUAMAraH Takavpaa,
HYPAAHTUPUW YTKa3MAManam. «T-IR» rypyxu Hemopnapu WMHAYKUMA TEPANUACUHUHT KylMMya 2-
dasacuHmn onagmnap (Protocol 1b).
«F» rypyxu Hemopnapu MHAYKUMA, 3 KOHconmpauma, 12 rp [o3afa KpaHWan HypaaHTMPULW Ba
MyCTaxKamiaw TepanuACUMHKW onagunap. MHAYKUMAHUMHT 15-KyHuaaH 6ownab, 6yTyH Tepanua (wy
KYMAaZaH, MycTaxkamaall Tepanuacu) mobalHuaa Ba TepanuaA TyraraHUWZaH KenMuH Kamuaa 3 hun
fasommnaa, bemopnap Aoumuin Tap3ga 300 mr/m2/cyT no3aga MMATUHWOHWM Kabyn Kunagunap (arap
MOJIEKYNAP  KaBOO KaMTapUAWLWM  HA30PaTU/MOHUTOPUHIM  KapaéHuaa WMMATUHMO  [03acCKHM
KynamTmpuLira ékn npenapaTHM TUPO3UMHKMHA3aHMHT BoWwKa MHIIMBUTOpUra aaMawnTnpuLira 3apypat
TyFuAMaca).
«A», «B», «C», «1221», «T-LR», «T-IR» rypyxnapu bapya bemopnapmnaa mapkasmi acab TM3MMUHUHT
nactnabku wukactnanranamrn (MAT ) Kalag aTuAaca, ynap TervwamM TepaneBTUK TypyXu YYyH
MyXKannaHraH H6aéHHomara acocaH AaBONaHaAuAap Ba ynapaa 12 rp A03ada KyWMM4a KpaHuan
HYPAAHTUPULL YTKA3UAAAM.
«E» Ba «T-HR» rypyxu 6emopnapu (lokopu xaBd rypyxm 6emopnapun) MHAyKUMA Tyrawmra «F1» Ba «F2»
nannMaTme KMMEBMN Tepanua OAOKNAPUHMHW onaamnap. KemnmHyanuk, pemmuccusa xonatm sa bHnact
Xy»alpanapuHUHT UMMYHONOMMK MaHcybamaura kapab (-T-Y/11/T-YII/T 3mac), MHTEHCUB KMMEBMIA
TepanuAHUHT Typan xun 6noknapura 6ab3n xonnapaa HenapabuH éExkm KnodapabuH Kylwmarax
3KCNepuMMeHTan Tepanua xam yTkasunagn. bab3am xonnapga «E» rypyxu bemopnapura aHtn -CD19
MOHOK/IOHaN bucneumduk aHTMTaHa xucobnaHraH HGaMHaTyMymab npenapatnm 6unaH AaBosall Xam
TaBCUSA STUAULIM MYMKMH. «E» Ba «T-HR» rypyxu 6apuya 6emopnapura (tokopu xaBd Hemopnapu)
pemmccusara apunaraHaaH cyHr tokopu xasdaarm KUMEBUI Tepanua govpacuaa nnoxu bopunda KMcka
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BaKTAa Maxkbypui Tap3ga anbaTta xap KaHaan Typaarn annoreH Cyak WMAUITXM TpaHCnAaHTaumAcu
YTKasnaMwWwm no3mm (AoHOPap MaBXKya MMM Ba TEXHUK UMKOHUATAAPra Kapab).

LUYHWHF y4yH ywby rypyxHuHr 6apya b6emopnapura HLA-Tunnaw Ba HLA-YXwaw AOHOPHM M3NaWHM
bownaw wuwnapn 6Oemopnap MasKyp TepaneBTUK Typyxra axXpaTWAraHWZaH KeMMHOK amanra
OLUMPUAULLN KEPAK.

Tepanua cxemacum

NHOAyKyuA
e /[lekcameTasoH — 6 Mr/m 2/cyT per 0s KyHura 2 mapta 12 coaT opanunsn bunan. 1-kyHaaH 28-KyHra
Kagap. TYAuK 6up cyTKannk gosara YCUMTaHWHT AacTnabKkm maccacura Kapab cekmH-acTa apuwnaaan.
TepanuAHUHT 29-KyHWAaH JeKcaMeTasoH J03acu KamalTtupnb 6opunaan: 29 -31 KyHnapu — 3 mr/m 2,
32-34 kyHnapu — 1,5 mr/m?, 35-36 KyHnapu — 0,75 Mr/m?; KeMUHYa UK AeKkcameTasoH ByTyHnai 6exkop
KUAMHaOM.

e [sracnaprasa — 1 000 Ea/m? ToMmup numra TepanuaHnHr 3-KyHuaa ToMusuaanm (8/s KanensHo).

e BUHKPUCTMH — 1,5 mr/m? (Makcuman go3sa —2 mr) 8, 15, 22, 29 Ba 36-KyHAapy TOMUP Mumura Kyiunaam
(B/B CTPYMHO).

e [layHOPYBUUMH — 45 Mr/M 2 TepanuAaHKHT 8 Ba 22-KYHW TOMUP MuMra TOMM3UNaamn. «A» sa «1221-SR»
rypyxiapu 6emopnapu ydyH 22-kyHu dakaTrmHa 15-KyH xonatura Kypa uamk cyarmaa 10%aaH KYnpok,
61acT xyKapanapu aHMKNaHCcarnHa tobopunaaun.

e /IMatnHnb — «F» rypyxu Bemopnapura MHAYKUMAHWUHT 15-KyHuoaH 6ownab 300 mr/m?/cyT per os
no3ana. MHTpaTekan Tap3ga (MeToTpekcaT, umTapabuH, npeaHu3onoH) — bGemop éwura Kapab
fasonaHuwHMHr 0/1, 8, 15, 22, 29 Ba 36-KyHAapu.

Ewra kapab nHTpaTeKan Tepanua ydyH MyaXannaHraH npenapatnap Jo3anapu:

Eww MeToTpekcar UunTapabuH MpepHn3onoH
(mr) (mr) (mr)
1 éwaaH KNYnK 6 20 4
1 éwaaH 2 éwrava 8 30 6
2 éwaaH 3 éwrava 10 40 8
3 éwaaH KaTTa 12 50 10

Arap 36 KyHra MP/] »kaBobu mxkobuin 6ynca BaAnHOTymymab(6aAMHUMTO) AOPUCK BEMOPHUHT Ba3HMUra
Kapab cxema Byinmya 2 Kypc KMAMHaaW.

KoHconnpauma 1

e MepKkantonyput— KyHura 50 mr/m 2 per os xap Kyuu (7 -12-xadT1a); «T-IR» rypyxura — 12-17-xadTa
MobalHmaa

e MeToTpekcat — 30 mr/m 2 myluaknap nuumra xadrtaga 1 mapta (7 -12- xadpra); «T-IR» rypyxmra —12-17-
xadTa mobanHmaa

6-MI1 Ba MeTOTpeKcaT A03anapu KoHAAru nekouutaapra Kapab TyFpunaHaam.

e AcnaparnHasa — mylaknap numra xadtaga 1 mapTa meToTpeKcaTt bopuaraHaaH aHuK Bup cyTka
(KyH-y TyH) yTraHgaH keiuH, (7-12- xadrta; «T-IR» rypyxura — 12-17-xadta); «A», «C», «1221-SR»
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rypyxaapv yayH — 5 000 Ea/m2 gosaga, «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR» rypyxiapu y4yH
— 10000 Ea/m 2 nosasa

e |HTpaTekan Tap3ga (MeToTpekcaT, uuTapabuH, npeaHM3onoH) — éwra kKapab 7-, 9-, 11- Ba 13-
xadTaga; «T-IR» rypyxmra — 12-, 14-, 16- Ba 18-xadTasa

e [lekcameTasoH — 6 Mr/m 2/cyT per 0s KyHura MKKKM mapTa 12 coat opanusm bunan 10 KyH mobaliHnaa,
KeMnH 3 KyH numaa tes bekop kmamHaam —13-14- xadrtanap; «T-IR» rypyxura — 18-19-xadTa.

e BuHKpucTMH— 1,5 mr/m 2 (makcuman gosa — 2 mr) 85-, 92- kyHuaa (13-, 14- xadTa) TOMMP Muura
Kyiunaam (B/B cTpyiHo); «T-IR» rypyxmra — 124-, 131- kyHunaa (18-, 19- xadTa).

e [layHopybuuyuH — 30 mr/m 2 ToMuUp Mumnra Tommsnnaam (B/s kanensHo). MKkM mapTta «B», «D1», «D2»,
«F», «1221-IR», «T-LR» rypyxnapwura — 44- Ba 65- kyHunaa (7-, 10- xaptanap), «T-IR» rypyxmra — 79- Ba 93-
KyHnapw (12, 14- xadptanap); Ba bup mapTa «C» rypyxmura — 85 kyHu (13- xadTa).

o VMaTnHMG — «F» rypyxm bemopnapn 300 mr/m2/cyT per os A0MMUIA paBuwaa OyTyH KOHCOAMAALMA
AaBomMuaa onagmnap.

e bGopTtesommnb — «D2» rypyxu bemopnapu 1,3 mr/m 2 nosana 6oatoc Tapsaa (Kyda xam 1e3) 3-5 coHms
nynaa TOMUP Munra KYymuamob, puanonormk sputma bunaH Katetep épgammnaa 85, 89, 92, 96- KyHapu
toBMO TalwnaHaaw (13, 14- xadTa).

KoHconnpaumsa 2

e MepkantonypuH — KyHura 50 mr/m2  per o0s xap KyHm (15 -20- xadTa);
«T-IR» rypyxmra — 20-25- xadpTa.

e MeToTpekcaT — 30 mr/m2 myluaknap numra xaptaga 6up mapta (15-20- xadTa); «T-IR» rypyxmra — 20-
25- xadTa.

6-MI Ba MeTOTPEKCAT 4033/1apy KOHOAMM NeKkouuTaapra Kapab TyFpunaHaam.

e AcnaparmHasa — mylaknap nuura xadtaga 6up mapta MeToTpeKcaT tbopuaraHaaH CyHr aHuK 6up
CyTKa (KyH-y TyH) YTraHaaH cyHr, (15-20- xadTa ; «T-IR» rypyxura — 20 -25- xadTa ); «A», «C», «1221-SR»
rypyxnapu ydyH —5 000 Ea/m2 nosaaa, «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR» rypyxiapu y4yH
— 10000 Ea/m 2 no3asa

e VIHTpaTekan Tap3aa (meToTpekcaT, untapabuH, NpeaHN3010H) — wra Kapab — 141- kyHn 6up mapTa
(21- xadTa) «A», «(Hyp Tepanuacu YTKasUAULIK pexkanaltnpuaran) B», «D1», «D2», «F», «1221-SR»
rypyx/japu yuyH; «(Hyp Tepanuacu yTkasunamanauran) B», «1221 -IR», «C», «T-LR» rypyxnapu y4uyH 4
mapTa 15,17,19 Ba 21- xadTacuaa; «T-IR» rypyxura — 20, 22, 24 Ba 26- xadpTaaa.

e [lekcameTasoH — 6 Mr/m 2/cyT per 0S KyHura MKKkM mapTa 12 coaT opanusm bunaH KEMMHYANNK 3 KyH
numpaa Tes bekop KuamHaam — 21-22- xadtana; «T-IR» rypyxmra — 26-27- xadTtaaa.

o BUHKpUCTMH— 1,5 Mr/mM2 (Makcuman gosa 2 mr) 141, 148- kyHu (21, 22- xadTa); « T-IR» rypyxura — 180,
187- KyHU (26, 27- xadTa) TOMUP NUMra Kynnnaam

e JlayHopybuumH — 30 Mr/m 2 TOMMUP Mumra Tommsmnaam. Mkkm mapta «B», « D1», «D2», «F», «1221-
IR», «T-LR» rypyxnapura —98 Ba 121- kyHu (15, 18- xadTanapaa), «T-IR» rypyxmra — 135 Ba 156 KyHu (20,
23- xabTanapaa); Ba 6up mapta «C» rypyxmra — 141- kyHu (21- xadpTana).

o IMaTnHNG — «F» rypyxu bemopnapu ByTyH KoHconmaaums agasommuaa 300 mr/m2/cyT per os ao3aaa.
e BopTtesomund —«D2» rypyxmu bemopnapura 1,3 mr/m2 nosaga 6ontoc Tapsaa (Kyaa xam 1es) 3 -5 coHus
nuymnaa TOMMp numnra Kymnamb, cyHrpa dUsanonoruk aputma bunax katetep épagammaa 141, 145, 148, 152-
KyHM (21, 22- xadTa) toBunaau.
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KoHconnpauma 3

e MepKantonypuH — KyHura 50 mr/m2 per 0s xap KyHu (23 -28- xadTa);
«T-IR» rypyxmra — 28-33- xadTa.

e MeTtoTpekcat — 30 mr/m2 mywak mumra xadptaga 1 mapta (23-28- xadta); «T-IR» rypyxmra — 28-33-
xadTa

6-MTI1 Ba MeTOTpEKCaT 403a1apu KoHAarn nemMkoumTaapra Kapab TyFpunaHagm.

e AcnaparmHasa — mylak nymra xadtaga 1 mapTa MmeToTpeKcaT tobopuaraHnaaH cyHr aHuk bup cyTka
(KyH-y TyH) yTraHgaH cyHr, (23-28- xadTa; «T-IR» rypyxura — 28-33- xadta); «A», «C», «1221-SR»
rypyxaapu ydyH — 5 000 Ea/m2 nosana, «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR» rypyxaapu y4yH
— 10000 Ea/m 2 no3aga.

e [HTpaTeKkan Tap3aa (MeToTpekcaT, untapabuH, npeaHn3oaoH) — éwra kapab — 1 mapTa 197 KyHuM (29-
xadTaga) «A», «(Hyp Tepanusacu) B», « D1», «D2», «F», «1221-SR» rypyxiapu yuyH; 4 mapTta «(Hyp
TepanuacK Kysga TytuamaraH) By», «1221 -IR», «C», «T-LR» n «T-IR» rypyxnapu ydyH 23, 25, 27 Ba 29-
xadTaga; «T-IR» rypyxura — Ha 28, 30, 32 Ba 34- xadTaa.

e [lekcameTasoH — 6 Mr/m 2/cyT per 0os KyHura 2 mapTa 12 coaT opanusn 6unaH 10 KyH mobanHuaa,
KenUH 3 KyH Munga te3 bexkop kuanHaam — 29-30- xadTaga; «T-IR» rypyxura — 34-35- xadTa.

e BuHkpuctMH — 1,5 mr/m 2 (Makcuman gosa 2 mr) 197, 204 KyHM TOMUp nuumra Kyinnaam (29, 30-
xadTa); «T-IR» rypyxmura — 232, 239 kyHura (34, 35- xadTa).

e [layHopybuumH —30 mr/m 2 TOMUp numra Tommsmnaamn. 1 mapta «B», «D1», «D2», «F», «1221-IR», «T-
LR» rypyxnapwu yuyH — 163 KyHu (24- xadTa); «C» Ba «T-IR» rypyxnapura — 197 kyHu (29- xadTa).

e /MaTtnHMG — «F» rypyxu BGemopnapu AoMMWMn pasuiiaa OyTyH KoHconmpaauma aasomumaa 300
Mr/m2/cyT o3aaa per os

e BopTesomunb —«D2» rypyxm 6emopnapu 1,3 mr/m 2 no3aaa 6oatoc Tap3aa (Kyaa xam tes) 3-5 cekyHa,
nynaa TOMUP mUuMra Kymuamb, usnonormk sputma bunaH Katetep épaammnga 197, 201, 204, 208-
KyHnapu (29, 30- xadTa) toBmnaan.

KoHconuaauma 4 (pakat «C» rypyxm bemopnapu)
e MepKanTonypuH — KyHura 50 mr/m2 per os xap KyHu (31-36- xadTa)
e MeToTpekcat — 30 mr/m2 myliak nymra xaptaga 1 mapta (31-36- xadTa)

6-MI1 Ba MeTOTpeKcaT f03anapu KOHAArM nerkouuTnapra kapab TyFpunaHagu

e AcnaparmHasa — Mylwak mymra xadtaga 1 mapta meToTpekcaT bopuaraHaaH KEMMHOK, aHWK bup
CyTKa (KyH-y TyH) yTraHZaH KeiuH, (31-36- xadTa); 5 000 Ea/m2 aosaga

e |HTpaTekan Tap3aa (MeToTpekcaT, umMTapabuH, NpeaHN3010H) — élra Kapab — 6uMp mapTa 253- KyHM
(37- xadTa).

e [lekcameTasoH — 6 Mr/m 2/cyT per 0os KyHura 2 mapTa 12 coat opanusn bunaH 10 KyH mobanHunaa,
KenunH aca 3 KyH nunga — 37-38- xadbTaga te3 6ekop KManHaau.

e BuHKpUCTMH — 1,5 mr/m2 (makcuman gosa 2 mr) 253, 260- kyHnapu (37, 38- xadTa) TOMUP Muura
Kynnnaam.

e [layHopybuumnH — 30 mr/m2 Tommp numra Tommsunaamn. 1 mapta 253- kyHu (37- xadra).

KoHconnaauma 5 (pakaT «C» rypyxm 6emopnapm).

e MepKkantonypuH— KyHura 50 mr/m2 per os xap KyHu (39-44- xadTa).
e MeTtoTpekcaT — 30 mr/m? mywak nuura xadraga 1 mapra (39-44- xadra).
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6-MI Ba METOTPEKCAT A03aNapy KOHAArM NelKoumMTNapra Kapab TyFpunaHaam

e AcnaparmHasa — Mylak numra xadtaga 1 mapta meToTpeKcaT tobopuaraHaaH cyHr 6up cytka (KyH-y
TyH) yTraHgaH (39-44- xadta); 5000 Ea/m2 nosana

e lHTpaTekan Tap3aa (meToTpekcaT, untapabuH, NnpeaHn3010H) — éwra Kapab — 6up mapta 309- KyHM
(45- xadTa).

e J[lekcameTasoH — 6 mr/m 2/cyT per os 2 mapTa 12 coaT opanufu bunaH 10 KyH AaBOMMUAE KEMUH 3 KyH
nuynaa Tes 6ekop KMAMHaan — 45-46- xadtanap.

e BuHKpUCTMH — 1,5 mr/m2 (makcuman gosa 2 mr) 309, 316- KyHnapu (45, 46- xadTa) TOMUP MuuUra
Kynmnnagu.

e [layHopybuumnH — 30 Mr/m2 TOMMp Mum3ra Tomnsmnaam. bup maprta 309- KyHu (45- xadTa).

KoHconnapauma 6 (pakat «C» rypyxmu 6emopnapm)
e MepKantonypuH— KyHura 50 mr/m? per os xap KyHu (47-52- xadra).
e MetoTpekcaT — 30 mr/m? mywiak nuura xadprtaga 1 mapra (47-52- xadra).

6-MTI1 Ba METOTpPEKCAT A03a/1apu KoHAaru nemkountnapra Kapab TyrFpunaHaam

e AcnaparmHasa—myllak nymra xadtaga 1 mapTa pa3 MeToTpeKcaT Kabyn KUAMHTaHWA@H CYHT aHWK Bup
CyTKa yTraHgaH cyHr, (47-52- xadTa); 5 000 Ea/m2 no3aaa

e |HTpaTekan Tap3aa (MeToTpekcaT, UMTapabuH, NnpeaHN3010H) — élira kapab — 61p mapTa 365- KyHM
(53- xadpTa).

e [lekcameTasoH — 6 Mr/m 2/cyT per os KyHura MKKM mapTa 12 coaT BakT opannfu bunaH 10 KyH
MobanHMaa, KeénH 3 KyH numaa bekop KuamHaam — 53-54- xadtanap

e BuHKpucTMH — 1,5 mr/m 2 (makcuman gosa 2 mr) 365, 372- kyHu (53, 54- xapTa) TOMUMpP M4yura
Kynmnnagu.

NHAYKUMAHUHT MKKMHYM pasack (Ib 6aéHHoma) (pakaT «T-IR» rypyxm 6Gemopnapm).

o Lunknopocdamma— 1000 mr/m2 no3ana, 43 Ba 71- KyHM 1 coaTra TOMUpP MuMra TOMM3NAAAN.

e MecHa — 400 mr/m2 umknodocdamma nHdysMsCMAAH ONAMH TOMMP MYMra, WYHUHTAEK, npenapat
tobopuranaaH cyHr 4 Ba 8 coaTra.

e LlnTapabuH—75 mr/m 2/cyT no3ana, ToMnp nuumra kyiunaam, 45, 46, 47, 48; 52, 53, 54, 55; 59, 60, 61,
62 Ba 66, 67, 68, 69- KyHNapu (4 mapTanab 4-kyHNMK B6aoKnap 6yinya).

e MepkantonypuH —60 mr/m 2/cyT Ao3aaa, per os, 43-aaH 71- KyHra Kagap (ymymuin 28 kyH; 4 xadta)
e |IHTpaTekan Tap3aa (MeToTpeKkcaT, umTapabuH, NnpeaHM3010H) — élira kKapab 52 Ba 66- KyH.

tOKkopu xaBd rypyxnapm 6emopnapu Tepanuacu («E» Ba «T-HR» rypyxnapm)

bnok F1-F2

e MeTtunnpeaHunsonoH — 80 mr/m2/cyT, per/os ékn Tommp numra 3 mapta; 1 —5; 11 — 15- kyHnap.

e BUHKpUCTMH — 1,5 Mr/mM2 (Makcuman 4o3a 2 Mr) TOMUP nunra Kyinmnnaam; 1, 6 sa 11- KyHu.

e MeToTpekcat — 5 000 mr/m2 Tomunp numra 1- KyHuaa 24 coataa. YmMymuin gosagad 1/10, ofmp aosa
cndatmaa Tommp mumra 30 gakukaga Tomusnnagn. Ymymuia gosagan 9/10 y30K TOMUP UUKK MHDY3UACK
cndatmaa 23,5 coataa.

e Kanbumit ponmHati — 15 mr/m2 Tommp numra 42, 48 Ba 54 —um metoTpekcaT nHdysmsacK coatmaa

JleMKOBOPUH A03aCUHWN Ba MUKAOPUHM KYNaWTUPULL KOHAArM MeTOTpeKcaT KoHLUeTpaumuacura 6oFauK.

e Lntapabun —2 000 mr/m 2 ToMUp numra 3 -coaTnuKk nHdysma cndatmaa 11- sa 12- kyHnapu. 4 mapTa
12 coat opanunsu bunat.
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e [lsracnaprasa— 1000 Ea/m2 2 coaTaa TOMUP nunra Tommsnnaan; 4 sa 14- kyHnap.
e |HTpaTekan Tap3aa (MeToTpeKkcaT, unTtapabuH, NnpeaHn3010H) — élira Kapab; 1 Ba 15- KyHnap.

HR-1 Baoku

e MeTunnpeaHmnsonoH — 80 mr/m2/cyT, per/os éku Tomup numra 3 mapTa; 1 — 5- KyHnap.

e BuHKpUCTUH — 1,5 Mmr/m2 (MakcMman gosa 2 Mr) TOMUP nuura Kymunaam; 1 sa 6- KyHnap.

e MeToTpekcat — 5 000 mr/m2 24 coaTra 1- KyHUW Kyinnaau.

e Ymymnit gosagaH 1/10, ornp gosa cudpatnuaa 30 AaKMKaaa TOMUP UYUTa KyMnnaam, yMyMmuia fosagaH
9/10 y30K TOMUPUYKM MHOY3MA cudaTuaa 23,5 coataa.

e Kanbuuit donnHatvt — 15 mr/m? metotpekcaTt MHPY3MACUHUHT 42, 48 Ba 54- coaTnapuaa

J1eAKoBOPUH [,03aCMHM Ba MUKLOPUHM KYNauTUPULL KOHAArM METOTPeKcaT KoHLUeTpauumacura 60FnuK.

e Linknopochamma — 200 mr/m2 1 coaTaa TOMUP MUMra TOMU3MNAaM; 2— 4- KyHnap. 5 mapTta 12 coat
opannsm bunax.

e MecHa — 70 mr/m2 uuknodocdaH uHby3MACMAAH ONAMH TOMMP MYMra, Xamaa npenapat
tobopunraHaaH kenH 4 Ba 8 coataa.

e LinTapabuH —2 000 mr/m2 3-coaTank MHPY3na cudpatnaa 5- KyHu. 2 mapTta 12 coat opanusn bunaH.

e [lsracnaprasa— 1000 Ea/m2 2 coaTaa TOMUP UYMra TOMU3UAAAM; 6- KYHM.

e |HTpaTekan Tap3aa (MeToTpeKcaT, unTapabuH, NpeaHN3010H) — élira Kapab; 1- KyHuW.

HR-2 Bnoku

e MeTunnpeaHnsonoH — 80 mr/m2/cyT, per/os KT Tomunp nuura 3 mapta; 1, 5-kyHnap.

e MetoTpekcaT — 5 000 mr/m2 Tomup mnumnra 24 coataa 1-KyHu.

e Ymymnit nosagaH 1/10, ofmnp posa 30 gakmkana ymymuii gosagaH 9/10 y30K TOMUPUYKKU MHDY3MA
cndatnaa 23,5 coataa TOMUMpP MYMra TOMU3UAAAM.

e Kanbumit ponmHaTt — 15 mr/m2 Tommp numra metoTpekcaT MHPY3UACUHUHT 42, 48 Ba 54-coaTnaa.

J1eiKoBOpPUH A03aCUHM Ba MUKAOPUHM KYNauTUpULL KOHZArM METOTpPEeKCcaT KOHLLETpaumuacura 6oFnmkx.

e [laracnaprasa—1 000 Ea/m2 2 coaTaa TOMUP MuMra TOMU3UAAAN; 6- KYHN.

e VIHTpaTeKan Tap3ga (MeToTpekcaT, umMTapabuH, NpeaHN30010H) — élwra Kapab; 1-KyHu.

e BuHAE3nH — 3 Mr/m2 (Makcuman 6up mapTanvk 4o3a 5 Mr) Tomunp numra 1 Ba 6-KyHnap.

o UMdochamuma — 800 mr/m2, Tommnp mnumra 1 coat gasomuaa, 2, 4- KyHnap. 5 mapta 12 coaT opanneu
HunaH.

e MecHa — 400 mr/m2 Tomup wuumra udochamma uHby3MACMAAH ONAMH, Xamaa npenapat
tobopuaraHgaH cyHr 4 Ba 8 coataa.

e [layHopybuuuH — 30 mr/m2, 24 coaTna TOMUP UYmMra TOMU3UNAAN, 5- KyHW.

HR-5 bnoku

e MeTuanpenHnsonoH — 80 mr/m?/cyT, per/os EkMTommnp numra 3 mapta; 1, 3-KyHnap.

e KnodapabuH — 52 mr/m2 (30 éwaaH Knunk bemopnapra) TOMMp Mumra 2 coataa Tommsmnaan, 1, 5-
KyHNap

e Lnknopocdamma — 300 mr/m2 1 coaTaa TOMMp MumUra Tomusunaam; 1, 5-kyHnap. 5 mapta 24 coat
opanunsm bunat.

e MecHa — 100 mr/m2 Tomup wumra umknodpochaH UHPy3MACMAAH ONAMH, Xamaa npenapat
tobopunraHmnaaH cyHr 4 sa 8 coataa.
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e 3tono3ma— 100 mr/m 2, 3, 5-KyHnap, 2 coaTaa TOMUP MYMUra TOMU3naaaun. 3 mapTta 24 coaT opannsu
ounaH.
e |HTpaTekan Tap3aa (MeToTpeKcaT, UnTtapabuH, NnpeaHN3010H) — élwra Kapab; 1-KyHu.

HR-6 Baoku

e MeTunnpeaHunsonoH — 80 mr/m2/cyT, per/os éku Tomup numra 3 mapTa; 1, 5-KyHnap.

HenapabuH —1 400 mr/m2 tomup mnumra 1 coataa; 1, 3, 5-kyHnap.

LinTapabuH — 300 mr/m2 Tomup numra 3 mapTa, 3, 5-KyHnap. 6 mapTta 12 coaTt opannsu bunaH.

e Lnknodocdamma — 200 mr/m2 Tommp mnumra 1 coataa Tommsmnaam; 1 — 5-kyHnap. 5 mapta 24 coat
opannsm buna.

e MecHa — 70 mr/m2 Tomup nuumra umknopochaH nHdysmnacuaaH onamH, xamaa 4 sa 8 coataa npenapat
toOOPUATaHNAAH CYHT.

e [lsracnaprasa— 1000 Ea/m2 2 coaTaa TOMUP MYMra TOMU3UAAAM; 6- KYHMU.

e VHTpaTeKkan Tap3aa (MeToTpekcaT, umMTapabuH, npeaHM30/10H) — élra Kapab; 6-KyHMU.

HR-7 Bnoku

e [lekcameTasoH — 6 Mr/m2/cyT, per/os KM MKKU MapTa TOMUP numra; 1 — 5-KyHu.

e KnodapabuH — 52 mr/m2 (30 éwaaH KMUMK Bemopaapra) TOMUMp numra 2 coataa Tommsmnnaam, 1-5-
KYHMU.

e LintapabuH—1000 m r/m2 TOMUP MYnUra 3 COATAUK UHPY3MA cubaTmaa, 1-5- KyHnapu. 5 mapTa 24 coat
opannsn bunax.

e papybuumH —8 mr/m?, 6 coaTaa TOMMP MYMra TOMM3nMaaam, 3-5- KyHaapu

KpaHuan HypnaHTUpuL
Hyp Tepanuacu 10-15 dAwap «B» TepaneBTUK rypyx4 Oemopnapuga, «D» Ba «F» TepaneBTUK

r'YPyX1apuHUHE 3 éwaaH KaTTa bapya bemopnapuaa yTkasnnaaun. bapya TepanesTuK rypyxaapu yuyH
HYpAaHTUPUW fo3acu 6Mp xmun 6ynnb, 12 MpHW TalWKu 3Taau.

Hyp Tepanuacu alpum mesoHnap 6yihmya 6olKka rypyxra maHcyb 6yncaga, 6upok MAT nactnabku
WwnKactaaumwm 6ynrad (MAT xonatu lll) 6bapya 6emopnapaa yTkasunaam. HypnaHTupuil aosacu 1
éwaaH 3 éwrava 6emopnap ydyH 8 I'p, 3 éwaaH KatTa bemopnapra — 12 p.

HypnaHtTupuw paspuaa 2 mapTa WMHTpaTekan Tap3da npenapatnap tobopunagyn (meToTpekcar,
LUMTapabuH, NpeaHM3010H) — xapTaga bup mapTa.

MepKanTonypuH— KyHura 50 mr/m? per os xap KyHu ByTyH KpaHWan HypaaHTMpuUW Jasomuaa. 6-MTMl
[03acK KoHAarm nenkoumTaapra kapab TyFpmunaHaau.

MYCTaXKaMIIaLLI TEPANUACHU
MycTaxkamaaw tepanuacn «A», «B», «D 1», «D2», «F», «1221-SR», «1221-IR», «T-LR» TepaneBTuK

rypyxm bemopnapu ydyH 6aéHHomaHuHr 31- xadTtacmaa bownaHaam. «C» rypyxu bemopnapm ydyH
TepanuAaHnHr 55-xadTacnaa 6ownaHagn. «T-IR» rypyxmn 6emopnapu yuyH — 36-xadTaaa.
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ALL-MB 2015 6aéHHomacy byinya Kyanab-KyBBaT/I0BYM 4aBO/AL CXEMACH
VCR 1,5 mg/m” (i.v.) e G & Q e' !
DEXA 6mg/m? (p.o.) - - -
MTX 30mg/m’ (i.m.) I (. BARRE

6-MP 50mg/m’ (p.o.)

TIT

««
««
<«

31 32 33 34 35 36 37 38 39 40 41 42 43 44 45 46 47 48 49 50 51 52 53 54

VCR 1,5 mg/m’ (i.v.)

IDEXA 6mg/m? (p.o.) - - -
[MTX 30mg/m*(i.m.) Ll (. Ll

6-MP 50mg/m’(p.o.)

55 56 57 58 59 60 61 62 63 64 65 66 67 68 69 70 71 72 73 74 75 76 77 78

VCR 1.5 mg/m” (i.v.)

DEXA 6mg/m” (p.o.) - -
IMTx 30mg/m? (i.m.) Pl P L I O

6-MP 50mg/m?®(p.o.)

MycTaxkamnaw TepanuAacK AaBONAWHUMHT YMYMWUA AABOMWMUANITA — 2 WMArada AaBom 3Tnb, 6 Ta
MepkantonypuH+MeToTpekcaT XxadTanuK KypcnapuaaH TalKWMA TOMraH, yHAaH KenuH 2 xadTanuk
«[dekcameTa3oH+BUMHKPUCTUH» penHAayKLUMA AaBPKU Kenaaum, 1 mapTa nHTpaTekan Tapsaa 3 Ta npenapat
(MeToTpeKcaT, umMTapabuH, NnpeaHn3onoH) tobopunaan. NHTpaTekan Tepanus dakaTt TepanuAaHUHr 1-
nMnmaa yTrkasnnaam.

e MepKanTonypuH— KyHu1ra 50 Mr/m2 per os xap KyHMu.

e MetoTpekcaT — 30 mr/m? mylwak nyura xadbraga 6up mapra.

6-MIM Ba MeTOTpEKCaT A03aNapy KOHAAMM NelKoumMTaAapra Xam TyFpunaHaam.

e [lekcameTasoH — per 0s xap KyHu 10 KyH AaBomuaa, KeMWH 3 KyH Mumaa Te3 Hekop KuamMHaau.
MpenapaTHWUHT BUP CyTKANMK [03aCK MKKM MapTaIMKKa axpaTuamb, 12 coaT opannFnaaH Apum Ao3a4aH
Kabyn KnanHaau.

e BuHKpUCTMH— 1,5 Mr/m2 (Makcman gosa 2 mr) xadtaga 1 mapTa (penHAyKUMAHWUHE 1- Ba 8- KyHAapw)
TOMMUP UUUra Kynmnaau.

e |HTpaTekan Tap3aa (MeToTpeKcaT, uMtapabuH, npeaHn3onoH) — éwra Kapab 37, 45 Ba 53-xadTaaa
(BUPUHYM BUHKPUCTUH BUNaH Xap PenHAyKUMAaa). KeiMuH uHTpaTeKan Tepanus yTkasuamanam. Hyp
TepanuACKAaH KeWWHIM MHTpaTeKan Tepanua WKKM npenapaT (umMtapabuH, npeaHu3onoH) 6bunad
yTKasnnaam.
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Oma-oHanap y4yH Mabaymom

Jleko3 EKU NemKeMUs — CyaK UAUTK Kacanaurm 6ynmb, xank Tmanaa “oKKoH kKacanamrn” neb xam
atanagn. flekemmaga Tabumin KOH wnwiab vmkapuw bysunagn: OyHAa HOOAATMN eTU/IMaraH KOH
XY*KanpanapUHUHT — NEMKOLUTNAPHUHT YTMULWIAOLWNAPU OPTUKYA MUKAOPAA UWAab Ynkapunaan. Yiiby
OnacT xy»alpanapu cysk UanrMaa TynnaHnb Ba Kynanmmb, TabumMin KOH XyKalpanapUHUHT niiab
YMKAPUAMLLINM Ba ULLNALWIMTA TYCKUHAUK KMAMO, KAaCaNIMKHUHT aCOCUin BeNraapuHn KenTnpmnb Ynkapaam.
ByHAaH TawKapu, by ycumTa Xyxanpanapy ammda TyryHiapuaa, »urapaa, TaJiokda, Mapkasmin acab
TM3MMKZa Ba OOWKa ab3onapaa TynnaHub, myaraH 6enrnnapHu/cMMnNToOMAapHU KenTmpmrb Ynkapun
XaM MYMKMUH.

YTkup numdobnact neiikos (Y/1/1) — 6onanap Ba YcMUpaapaarvt NeMKO3HUHE 3HT KeHT TapKanraH Typw
oynnob, y 6onanapaarn (100 muHrra 6onagaH nunura 3-4-tacnaa) KOH MWAA0 YMKAPULL TUSUMUHUHT
Hapya YCMMTaBUIA KacanaMKNapUHUHT 75-80% Talwkun kunaau. Opataa Y11 14 éwrava naitgo 6ynaau;
6onanapaa Y11 6unaH KacannaHuL YyKKMcK 2-5 éwnapra Tyspu kenagu. Yenn 6onanapaa by Kacanimk
KM3napra HucbaTaH KYNpoK yypaian. «YTKMp» TyWyHYacu CypyHKanu neikosgaH dapkan Vaapok,
KaCaNNMKHUHT Te3 PUBOXKNAHMULLINIA MWOPaA KmMnaamn. «/IumbobnacT» TylwyHYacn KacaNIMKHUHE aCOCUMHM
TaWKWA 3TaiMraH eTUAMaraH xyskarhpanap — ammeobnactnap, AbHU AMMOOUMTAAPHUHT YTMULLOAPK
3KAHAWUTMHKM aHrNaTaau.

YN xap xun 6enrnnap 6unaH TaBcrdaaHaam Ba xap xua bemopaapaa Typanda Keunm MyMKuH. Kyara
TalWnaHaguraH OenrmnapHUHE akcapuaTM KOH MWNAb YMKAPULLHWMHE Xuaamin bysuauwnapn 6unaH
6ofnmK. Onataa aHeMMA Ba YCUMTaBUN MHTOKCUMKAUMAHUHT HAMOEH BYanLum Kynaarm benrnnap bunat
TaBcudnaHaan: 3aUbANK/XONCU3NMK, PAHTMAPAMK, UWTAaXaHUHT MYKOMLIN, Ba3H MYKOTULL, Te3-Te3 lopak
ypuwn (Taxmkapama). ToomboumnTaap eTULLIMACAUTA TEPU Ba LUMAAMK Napaanapaa KMYMK KOH KeTuLinap,
MUAKNAPAAH KOH KeTulim, BypyH Ba MYaKAaH KOH KETWLL, KYKapuLl, KOHTanall »Komnap bmunaH HaMoéH
6ynaaun. bnact xyxkanpanapu TynaaHUWmM Tydbanam ammda TyryHaapu — xycycaH, 6YMnH, KYaTUK oCcTu Ba
4oB AMMda TyryHnapu Tes-Te3 KaTTanawaau. KynuHya Xurap Ba TanoK Xam KaTTanawaau. TYAuK,
NEeNKOUMTNAPHMHT €TULLIMACAUTA UMMYHUTETHUHI MacanuiimMra Ba KynuHYa tOKOpM MCUTMa OunaH
MHPEKUMANAP PUBONKNAHULINTA ONND Kenaaw.

NekeMuK xyKaripanap O6yTyH TaHara Tapkanmb, HadbakaT KOH Tapknbuaaru y3rapuwnapra onmb kenagu.
NleMkeMUK xyxKapanap CysK OYWAWKNAPW Ba CyaK WAUTMHUM TYyAgmpraHum cababnan cyaknap Ba
6YfMmnapaa ofpuKkaap xam nango 6ynmb, 6abanaa naToNOrMK (AbHM KacanamKk HaTMxKacuaa) Cyak
CUHULLM BYXKYAra KWW MyMKUH. YCUMTa Xyxaiipanapy »urapaa, Talokaa Ba aMmda TyryHnapuaa
TYNAQHULLM MYMKMH, KOPUHAA OFPUK Naligo 6yauum MymKuH. babanaa Y11 6olwKa ab3onapaa xam:
Ky3nap, byhpaknap, yfun 6onanapfa MoAKAap Ba KM3napAa TyxyMAOHAapAa xam Y3rapuiinapHu
KeNTUPUD UYMKapULLM MYMKWUH, YFUn 6onanapfa XUHCMA LWKWKACTAGHMWAGP KYNpoK ydpanaum. Kyn
X0nNapAa MapKasui acab TMUSMMUHUHT WMKACTAGHULIN — HEMPOAENKEMMA XaM Ky3aTUAAaM.

KysatuaraH 6Gapya bGenrmnap 6owka Kacanavknap 6unaH 6ofauk 6Yamb, Y/ra xoc 6Yamacauru
MYMKWHAUTM cababnu, gasonawHW GownawaaH ONAMH WOWMAMHY Tap3a KacaAxoHaga amasnra
olwmpunagmraH nabopaTopusa AnarHocTMkacK 3apyp 6ynagn.

VYNNlpa KOHHUHI OoJaTAary KAMHUK Taxauaupa Yarapuwnap 6Ynagm: KWM3MA KOH TaHayanapu Ba
TpomboumnTnap Aapaxacu nacanuwuy, 6nact xyxampanapu nango 6yamwm Ba NenKoUMUTAAP COHM
KYNammwm MyMKUH. AMMO OXMPIU TaLIXUC YYYH CYSIK UAUTK Xy»KalpanapuiaaH HamyHa onuw Tanab
aTUNAAN, BYHUHT YUyH CYAK MUY TEWNAUWK (MYHKUMA KUAMHULLK) KepaK.

Mopdonornk Teklwmnpysaa YTKMP AMMPobAacT NenKo3 TalXMCK CyaK Mamrnaa 6nacT xyxKanpanapuHuHr
25% paH KYyNpofu TonuaraHaa Kynunagn. AMmo 6apmubup aHMKPOK TaAKMKOTAApP YTKasuauwm Tanab
3TUNAAMN: LUMTOKMMEBUI (XyKalrpanapHu 6ysw, 6y ynapHUHT TaBMaTUHN aHUKPOK aHMKALL MMKOHUHMN
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bepaan), UMTOTEHETUK (NeMKeMUK  Xy)Kalpanapaary XpPOMOCOManap TY3WUWWHW - YpraHuL)
TEKWWPYBAAP, MMMYyHOPEHOTUNNALW (Xy*Karpa to3acuaa OKCMA MOJEKYNaNapuHM ypraHuw). lan
WyHAakK, HadakaT Y/ TawxnucuHm Kyinmw, 6anku Y/ITHUHT Y31ra XOC BapuaHTUHKM aHWMKAALW XaM MyX1M.
By TepanuaHu perkanalTUPULLHUHT MyXUM LWapTN xucobnaHagn.

JleKko3 TalXMCcK Kyrnmarad, Tepanuadi pexanawTupuL KapaéHuaa cysk uamrnaad 60olWka sHa KaHda
ab30/1ap MWTMPOK ITraHMHM aHWMKNAW Kepak. AHWKPOK Mab/aymoT/nap YATPATOBYW Ba PEHTreH
TEKWMWPYBM, MAarHUT-pe30HaAHC TOMorpaduma Ba KoMnbtoTep Tomorpadmacn Kabu amarHOCTMKa ycyanapm
épaammaa onnHaaun. Y11 Tawxucy naitmaa mMapKasuii acab TUSUMUHUHT X0N1aTh XaM TeKWUpunaau.
OpKa MUA CYOKANTL (TMKBOP)HWUHT Taxamnm 6emopaa mapkasmii acab TUSUMMWHUHI LWMKACTAQHUWN —
Henponemkemma BOP-NYKJAUTMHU aHUKIALW MMKOHUMHKU Bepaan. Tax/ A KUANULL YYYH IMKBOP HaMyHacK
OPKa MUA KaHaMHUHT MYHKUMACK (lomban nyHKUMA) Epaamuaa onnHaau.

JaBonalgaH onamH (Ba 4aBonall )KapaéHuaa) 6onaHuHE opak GaoUAT Ba OPaK ypULLK TEKLLMPUAALN
(anekTpoKkapamorpamma — KT Ba axokapanorpamma — IXoKl épaammaa).

KeHr KampoBan nabopatopua TaaKkMKOTAapU BONaHMHT X0NaTUHU 06beKTMB Baxonallura Ba MeTabonmK
Kacan/MKknap éKn xap KaHaarh ab3onap GyHKUMANAPUHM aHUKNaLra épaam bepaan. [lasonall nantuaa
Ma3sKyp y3rapuiinap anbatra xucobra oNMHULIM KepaK. 3apyp 6YM0 KOMMLLIM MYMKUH BYAraH KOH KynnLl
y4yH BEMOPHUHT KOH TYPYXM XamM aHUKIaHaaM.

KuméTtepanua Y/1/THn gasonawa MapKkasuii YpuHHK srannaian. babsn 6emopnapaa MapKasuii acab
TM3MMMAA KYWMMYa Tap3fa Hyp Tepanuacu Ba / €KW UAAM3 XyKalpanapu TpaHCN/AaHTaLMACK
YTKasnnaamn. TepanuaHWHT Makcaau Hapya ab3osfapaaryd NerMKeMmKk XyxanpanapHu Uaoxm bopuya
ByTyHNal YK Kuanwamp. KMMETEepanuaHUHT MHTEHCUMBAUIM Ba AABOMUUAWUIK, HYp Tepanusacu Ba
TpaHCNMaHTauuAra 6ynraH axTUENK Ba MPOrHO3 NeMKeMua Typu, Typ/av OMUANAP Ba KaCANMKHUHT
Tepanuara H1McbaTaH KalTapaamraH »kaBobura OOFIMK.

KuméTtepanus — by xy*ahpanap 6VAMHUIWMHN BAOKNaNAUTaH KM YCUMTa XyKanpanapuHn Yaanpaguran
nopunap (umMtocTaTmknap) bmunaH aasonall. Jasonall MWAaPKW KYNpoK camapa BepuLlmn yu4yH Typau Xmn
nopunap KOMBUHaUMACK KyanaHunaam.

Xo3uprn Y/I/IHM 3aMOHaBWit AaBonall ycyanapy 6emopnapHu xasd rypyxaapura axpatuigaH nbopart.
AHaH TepaneBTUK Typyx/lapra axpaTull Kenrycuaa KaCa//IMKHM NPOrHo3/fal Ba perka acocuaa
HemopnapHn gasonalira UMKOH ApaTaaun. Maskyp rypyx/iap oaamni (CtaHaapT), oKopKu XxaBd Ba WyHra
yxwail xaBd gapaxanapura Kypa Ty3mnagu. Y €km by rypyxra 6eMopHM Kywuwaa Kyn omuanapra
3bTMbOp KapaTunagu. Y3 YpHuAa, 1OKOpU xaBd rypyxuaarn Gemopnap (AbHW BOWNaHFMY NPOrHO3M
EMOHPOK BYnraHnap) KYNpoK MHTEHCMB Tepanusa onaamnap, Ky xaed (xaBdu nacTpok) rypyxuaa aca
KaMPOK MHTEHCMB Tepanua KyANaHUAULWKM MyMKKH, By 3ca KepaKcuK3 3axapiaHnLL Ba OFMpP acopaTiapaaH
CaKk/laHuwWra épaam bepaam.

Koupaara acocaH, Y/1/1 Tepanusacu 3-Ta 6ockuugaH nbopar:

Pemumccma MHAYKUMACKU — By MHTEHCMB KUMETEPaNUAHUHT BolinaHFny 60ckmnum 6YAnM6, yHUHT MaKcaam
KMCKa BaKT MuMaa MAOXKM Dopuya KYNPOK NEeMKO3 Xy:KarmpanapuHu YAAMpuLIAaH Ba PEMMCCUATA
spuwmwaaH nbopat. by Hockuy TaxmmHaH 6-7 xadTaHM Y3 numra onaau. Pemmccms peraHga cysk
nanrnga 5% kam 6aacT xyKarpanapn 6OpAUrM Ba KOHAQ YNapHUHE YMyMaH WyK 6ynmb, Tabunin KoH
MwNab YMKapuUL TU3MMM TUKAAHTAHAUIMHKM aHrnaTaaun. Maskyp Bockmyaa Typav Xua yecumTara Kapin
npenapaTnap KyanaHunaan. Muaykuma 95% kynpok 6onanapna pemmccuara spmwmniira épaam bepaau.
Pemmuccusa  KoHconmaaumack (Maxkamnaw/ywnab KoAuw) Kacanavk  peunmamsuaaH  CaknaHuL
MaKcagamaa Koamb KeTraH HOTabuMin xyKampanapHu WYK Kuauwira kKapatuarad. Ywody 60CKUYHMHE
YMYMUA NaBOMUUAUT OUP Heya OWNapHM TalKun 3TMO, AaBONAWHWHI aHWK 6up 6aéHHomacura
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Yambapuac 6oFIMK,.

ByHOaH TawKapy, pPenHAyKUMA TylyHYacKu xaM MaBxKyd: Oy MHAYKUMA nanTuaa YyTKasunagmraHaek
NOKMMETEPANUAHMHI PEMMUCCUATA IPULLIMATAHAAH CYHT BaKTW-BaKTW OWNaH TaKpopaaHwb TypaaumraH
UMKANAPUHWU Bunampaamn. PerHayKuMAa NemKemuK XyKalpanapHUHT MUKAOPWMHM KylMm4Ya Tap3aa
KamanTmpuLira épaam 6epmnb, peMUCCUAHMHE “UWLOHYANANTMHK OoWKnpMLIra épaam bepaau.

MycTaxkamnalw Tepanuacu PemMUCCUAHM  Ccaklab KOMWW, AbHU WMHAOYKUMA Ba KOHCOMMAAUMS
H6OCKMYNApMaaH CYHr peumams XaBOUMHM KYlIMMYa Tap3ga KaManTMpULL y4yH amasnra owunpuaagu.
Ma3sKyp 60CcKMyZa KUMEBNIM NpenapaTAapHUHT YHYa toKopW ByaMaraH Ao3anapu TamHnaHaam. byHuHr
XYCYCMATX WYHAAKKW, Tepanmna y3oK BaKT mobaiHmaa (Aasonanuw 6ownaHraHnaaH 6ownab 2 nn) Ba
Y3/7lYKCU3 amanra ownpunaau.

MHAOYKUMA Ba KOHcoAMAauma 6OCKMYnapuaa KMMEBWUIA TepaneBTUK MpenapaTtsap acocaH cTauMoHap
lWapouTaa TOMUP MYMra Ba MyLlak numra robopunagn. MycTaxkamnall Tepanmacn yHYa MK UHTEHCUB
6ynmaraH gasosaw bockmum 6ynmnb, byHaa wnpoxoHaga 6yanw Tanab stuamanam (penHaykuma gaspm
OyHAaH MYCTacHO).

CaHab ytmaraH 6ocCKMunapaa HeWpoNerMKeMMsaHW [OaBOMall Ba OAAMHM  OAMW  YYYH KUMEBWUN
npenapaTtiap MHTpaTeKan Tap3zaa, AbHWM OpKa MUA KaHanura Atomban NyHKUMsAAap opKaav tobopunaan.
bab3aH gopunap 6o mua KopuHyacu (bow muagary anoxmaa OywanKk)ra 6o TEePUCUHWUHT Tarura
ypHaTunaamraH OmMmais maxcyc pesepByapu oOpKanu tobopunaam. babsn bGemopnapa MUSHK
HYPNAHTUPULW aMannéTu — KpaHWan HypAaHTUPUW Xam YTkasunagu. Y/UITHM fasonall AaBoMMAa
KapuHOOW EéKM KapuHaow 6ynmaraH AOHOPAaH CyaK WAUMMHM  TpPaHCNAaHTaUMs KWUAUL  Xam
KYANaHUAUWKM MYMKWH. Arap AaBonall pexacura Kypa TpaHcnaaHTauma YTKasui Kysaa TyTuaraH 6yaca,
yHAa by aManmMéT pemuccuara apulliMaraHaaH cyHrmHa amanra ownpunaan. OaaTtaa TpaHcnaaHTauma
IOKOPY XaBd MaBXys 6yaraHAarMHa TaMHAaHaam, YyHk1 Y1 cTaHaapT TepanuAHMHE camapacyt Ky
X0Nnapaa, alHuKca bonanapaa, Kynpok.

Adcycku, bapya caHab YTuaraH Yopa-Tagbupnapra KapamacaaH, 6absnaa Y/1/1 peupsamsnapm xam — cyak
UNUTU PELNOMBU, SKCTPAMEAYNNADP PELUMANB (ABHU CYAK UAUTUAAH TaWKapMAa, MUCO YYYH, MapKasuii
acab TM3MMMK EKM MOSK/TYXYMAOHNAPHUHT WKWKACTAAHWUWMK) EKM BMpnalraH peunams to3ara Kenaau.
ByHAait xonnapaa peuuavsra Kaplwv Tepanua yTkasunagun. Y/1/1 KMMEBMii Tepanuack 1Kopy camapa
bepcaga, Kyn xonnapaa *Kyda ofMp Keumnaau Ba KyWMMYa KuAOMM Tabcupnapra xam ara. WWyHaan
KMAnb, nasonaHuw mobalHmnaa KoH nwnab Ynkapuw 6y3mnmbd, bemopaa aHemmaAra Kapwm Kypatl yyyH
y/Za nacT Aaparkaja a3puTpoumTaap Ba Tpomboumtaap 6yaraHn cababam KOH KETULWMHN ONAMHN ONNLL
YYYH JOHOP KOHWHMHI KOMMOHEHTNApXM — TpombouuTaapu Kyunamwm Kepak 6ynaam. JoHop
NnenkounTaapn (rpaHynoumMTAapu) »Kyda KamZaH-Kam Xxonnapda, OfvMp WMHOEKUMOH XxoNaTnapaa
KynnaHunaau.

KMMETEpanUAHMHT KYLLIMMYA TabCupapura KYHrmaA anHumn, Kand KMAuL, cod TYKUAMLWK Knpaam. Xap
OMp UMTOCTAaTUK KylWMmua Tabcupra ara. Kyn xonnapga ynap BaKTMHYaAMK OYnaam, nekmH Hab3aH
[AaBONAHULLIHUHT BYTYH KypcuMHM Kampab onaau.

KnuméTtepanmana *KMaami MyammMoHU anneprmk peakumnanapaaH Toptmb, xaéTra Taxama, Conysyum xonat —
Wwuwnap, Hapac OAUWHUHT KMAMHNALWKLIK, KY4an Kudmmanap Ba bowkanap dbunaH axpanmbd Typysum
aHadUMNaAKTUK WOK Tawkmn 3Taau. LyHpah kmnmb, HucbaTaH Te3-Te3 acnaparmHasara anneprus
Ky3aTuaraHu cababnm ywby npenapaTHUHI aHaorapuHM Kyanatira axTMéx nango oynaau.

NeMKeEMUAHMHE Y31 XaM, YHW AaBOMalWAa KyAnaHunaamraH KMMETEPanus Xam OPraHU3MHUHE Typau
nHbeKuMAnapra YMAaMANAUIMHM  KECKMH KaMalTupulura KapamacdaH, [aBonaHWW  BaKTMAa
bemopnapra cypyHKanu Ba LOKYMAN (MHOEKLMOH) acopaTNapHUHT ONAMHM ONWMW Ba AaBOMAW YYyH
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camapanu aHTbakTepuran Ba 3ambypyFnapra Kaplu npenapaTtiap Kepak bynaan.

YITHM MHTEHCKB AaBoNaLWAa BEMOPHUHT TYPMYLL Tap3u KUOAMN YeknaHaan. Maxcyc napxes Ba KaTbuii
rMrineHa Tanabnapura puos KUAMLW Kepak. MHGeKumManapH1 ONAMHM O YUY H TalKK AyHE BunaH anoka
YyeKknaHaam. TpombounTAAP COHUHMHT XKyZa NacTanrn cababnm, xap KaHaam KapoxaT eTUWNAAH XMMOS
KMIMHULW 3apyp, XaTTO MUNKAAH KOH KETULWMHM ONAMHM OV YYYH TULW YyTKacuaaH GomaanaHmi xam
TakMKNaHaan. Pemuccuara spulumMaraHaaH cyHr, Oy »Kuaaui 4YeknoBnap acTa-CekMH Kamaaaum.
LLIndokopnap Ba xamwwmpanap xap 6up bemopra AaBONAHNWHWHE TEMMLWAN BOCKMYMOA HUMA MYMKUH Ba
HUManap TakMKAAHULWMHKM alnTM6 YTuwaam.

Arap Y11 gaBonaHmaca, 6up Heya oiinap éku xadtanap MumMaa GEMOPHUHT Yaumura oamb Kenagu.
AMMO, 3amoHaBMit gasonalw 6aéHHoManapaaH ooiganaHunca, Ylga wyda AXwM HaTUxanap
KYpuHaan: 6onanapHUHr 80% ra SKMHW Ty3aaulIM MyMKUH (6ab3n maHbanapda, macanaH, 85% rada
6onanap WMo TONULWN Kang STUATaH).

50



donpganaHnnran agabunértnap

1.

10.

11.

12.

13.

14.

15.

16.

17.

18.

19.

Pui C.-H. Treatment of acute leukemias. New directions for clinical research. New Jersey, Humana
Press Inc., 2003.

Rabin K.R., Gramatges M.M., Margolin J.F. Acute lymphoblastic leukemia // Principles and
Practice of Pediatric Oncology, 7th ed. 2015. P. 463—-497.

Hunger S.P., Mullighan C.G. Acute lymphoblastic leukemia in children // New England Journal of
Medicine. Massachussetts Medical Society, 2015. Vol. 373, Ne 16. P. 1541 — 1552.

Cooper S.L., Brown P.A. Treatment of pediatric acute lymphoblastic leukemia // Pediatric Clinics
of North America. W.B. Saunders, 2015. Vol. 62, Ne 1. P. 61-73.

Heerema-McKenney A., Cleary M., Arber D. Pathology and molecular diagnosis of leukemias and
lymphomas // Principles and Practice of Pediatric Oncology. 7th ed. Philadelphia, Pa: Lippincott
Williams and Wilkins. 2015. P. 113-130.

Wenzinger C., Williams E., Gru A.A. Updates in the pathology of precursor lymphoid neoplasms
// The revised Fourth edition of the WHO Classification of tumors of hematopoietic and lymphoid
tissues. Curr Hematol Malig Rep. 2018. P. 275—-288.

Wang S., He G. 2016 Revision to the WHO classification of acute lymphoblastic leukemia // J.
Transl. Intern. Med. Walter de Gruyter GmbH, 2017. Vol. 4, Ne 4. P. 147— 149.

Swerdlow S.H. et al. WHO classification of tumours of haematopoietic and lymphoid tissues.
Revised 4th ed. Lyon, France: International Agency for Research in Cancer (IARC) / ed. Swerdlow
SH, Campo E, Harris NL, Jaffe ES, Pileri SA, Stein H T.J. 2017. 585 p. Leukemia. 1995. Vol. 9, Ne 10.
P.1783-1786.

Coustan-Smith E. et al. Early T-cell precursor leukaemia: a subtype of very high-risk acute
lymphoblastic leukaemia // Lancet Oncol. 2009. Vol. 10, Ne 2. P. 147-156.

Pui C.H. Toward a total cure for acute lymphoblastic leukemia // Journal of Clinical Oncology.
2009. Vol. 27, Ne 31. P. 5121-5123.

Vrooman L.M., Silverman L.B. Childhood acute lymphoblastic leukemia: Update on prognostic
factors // Current Opinion in Pediatrics. 2009. Vol. 21, No 1. P. 1-8.

Hunger S.P. et al. The thirteenth international childhood acute lymphoblastic leukemia workshop
report: La Jolla, CA, USA, December 7-9, 2011 // Pediatr. Blood Cancer. 2013. Vol. 60, No 2. P.
344-348.

Blrger B. et al. Diagnostic cerebrospinal fluid examination in children with acute lymphoblastic
leukemia: Significance of low leukocyte counts with blasts or traumatic lumbar puncture //J. Clin.
Oncol. 2003. Vol. 21, Ne 2. P. 184-188.

Nellis M.E., Goel R., Karam O. Transfusion Management in Pediatric Oncology Patients //
Hematology/Oncology Clinics of North America. W.B. Saunders, 2019. Vol. 33, Ne 5. P. 903-913.
Schultz K.R. et al. Risk- and response-based classification of childhood B-precursor acute
lymphoblastic leukemia: A combined analysis of prognostic markers from the Pediatric Oncology
Group (POG) and Children’s Cancer Group (CCG) // Blood. 2007. Vol. 109, Ne 3. P. 926-935.
Gaynon P.S. et al. Early response to therapy and outcome in childhood acute lymphoblastic
leukemia: a review. // Cancer. 1997. Vol. 80, Ne 9. P. 1717-1726.

Gao J., Liu W.). Prognostic value of the response to prednisone for children with acute
lymphoblastic leukemia: A meta-analysis // Eur. Rev. Med. Pharmacol. Sci. 2018. Vol. 22, No 22.
P. 7858-7866.

Leoni V., Biondi A. Tyrosine kinase inhibitors in BCR-ABL positive acute lymphoblastic leukemia //
Haematologica. Ferrata Storti Foundation, 2015. Vol. 100, Ne 3. P. 295.

Bernt K.M., Hunger S.P. Current concepts in pediatric Philadelphia chromosome-positive acute
lymphoblastic leukemia // Frontiers in Oncology. Frontiers Research Foundation, 2014. Vol. 4
MAR.



20.

21.

22.

23.

24.

25.

26.

27.

28.

29.

30.

31.

32.

33.

34.

35.

36.

37.

Borowitz M.J. et al. Clinical significance of minimal residual disease in childhood acute
lymphoblastic leukemia and its relationship to other prognostic factors: A Children’s Oncology
Group study // Blood. 2008. Vol. 111, Ne 12. P. 5477-5485.

Conter V. et al. Molecular response to treatment redefines all prognostic factors in children and
adolescents with B-cell precursor acute lymphoblastic leukemia: Results in 3184 patients of the
AIEOP-BFMALL 2000 study // Blood. 2010. Vol. 115, Ne 16. P. 3206—3214.

Schrappe M. et al. Late MRD response determines relapse risk overall and in subsets of childhood
T-cell ALL: Results of the AIEOP-BFM-ALL 2000 study // Blood. 2011. Vol. 118, Ne 8. P. 2077-2084.
PymaHues A.l. IBOMOLMA Ne4eHMA OCTPOro AMMPobaacTHOro neikosa y aeten // MNeanatpus.
2016. Vol. 95(4). P. 11-22.

Sramkova L. et al. Detectable minimal residual disease before allogeneic hematopoietic stem cell
transplantation predicts extremely poor prognosis in children with acute lymphoblastic leukemia
// Pediatr. Blood Cancer. 2007. Vol. 48, Ne 1. P. 93—100.

Shen Z. et al. Influence of pre-transplant minimal residual disease on prognosis after Allo-SCT for
patients with acute lymphoblastic leukemia: systematic review and meta-analysis // BMC Cancer.
2018. Vol. 18, Ne 1. P. 755.

Sanchez-GarciaJ. et al. Quantification of minimal residual disease levels by flow cytometry at time
of transplant predicts outcome after myeloablative allogeneic transplantation in ALL // Bone
Marrow Transplant. 2013. Vol. 48, No 3. P. 396—402.

Balduzzi A. et al. Chemotherapy versus allogeneic transplantation for very-high-risk childhood
acute lymphoblastic leukaemia in first complete remission: Comparison by genetic randomisation
in an international prospective study // Lancet. 2005. Vol. 366, Ne 9486. P. 635—642.

Schrauder A. et al. Superiority of allogeneic hematopoietic stem-cell transplantation compared
with chemotherapy alone in high-risk childhood T-cell acute lymphoblastic leukemia: Results
from ALL-BFM 90 and 95 // J. Clin. Oncol. 2006. Vol. 24, Ne 36. P.5742-5749.

Ribera J.M. et al. Comparison of intensive chemotherapy, allogeneic, or autologous stem-cell
transplantation as postremission treatment for children with very high risk acute lymphoblastic
leukemia: PETHEMA ALL-93 trial // J. Clin. Oncol. 2007. Vol. 25, No 1. P. 16-24.

Duval M. et al. Hematopoietic stem-cell transplantation for acute leukemia in relapse or primary
induction failure // J. Clin. Oncol. 2010. Vol. 28, Ne 23. P. 3730-3738.

Pui C.H. Central nervous system disease in acute lymphoblastic leukemia: prophylaxis and
treatment. // Hematology / the Education Program of the American Society of Hematology.
American Society of Hematology. Education Program. 2006. P. 142-146.

Pui C.H., Evans W.E. A 50-year journey to cure childhood acute lymphoblastic leukemia // Semin.
Hematol. 2013. Vol. 50, Ne 3. P. 185-196.

Karachunskiy A. et al. Results of the first randomized multicentre trial on childhood acute
lymphoblastic leukaemia in Russia // Leukemia. Nature Publishing Group, 2008. Vol. 22, Ne 6. P.
1144-1153.

Karachunskiy A. et al. Efficacy and toxicity of dexamethasone vs methylprednisolone - Long-term
results in more than 1000 patients from the Russian randomized multicentric trial ALL-MB 2002
// Leukemia. Nature Publishing Group, 2015. Vol. 29, N2 9. P. 1955— 1958.

Moricke A. et al. Long-term results of five consecutive trials in childhood acute lymphoblastic
leukemia performed by the ALL-BFM study group from 1981 to 2000 // Leukemia. 2010. Vol. 24,
No 2. P. 265-284.

Kumar K. et al. L-asparaginase: An effective agent in the treatment of acute lymphoblastic
leukemia // Leukemia and Lymphoma. Informa Healthcare, 2014. Vol. 55, Ne 2. P. 256— 262.
Schrappe M. et al. Outcomes after induction failure in childhood acute lymphoblastic leukemia //
N. Engl. J. Med. Massachussetts Medical Society, 2012. Vol. 366, Ne 15. P.1371-1381.

52



38.

39.

40.

41.

42.

43.

44,

45.

46.

47.

48.

49.

50.

51.

52.

53.

54.

Richards S. et al. Systematic review and meta-analysis of randomized trials of central nervous
system directed therapy for childhood acute lymphoblastic leukemia. [Review][Erratum appears
in Pediatr Blood Cancer. 2013 Oct;60(10):1729 Note: Attarbarschi, A [corrected to Atta // Pediatr.
Blood Cancer. Vol. 60, Ne 2. P. 185—195.

Pui C.-H., Howard S.C. Current management and challenges of malignant disease in the CNS in
paediatric leukaemia // Lancet Oncol. 2008. Vol. 9, Ne 3. P. 257-268.

Pui C.H. et al. Treating childhood acute lymphoblastic leukemia without cranial irradiation // N.
Engl. J. Med. Massachussetts Medical Society, 2009. Vol. 360, Ne 26. P. 2730-2741.

Pui C.-H. Toward optimal central nervous system-directed treatment in childhood acute
lymphoblastic leukemia. // J. Clin. Oncol. 2003. Vol. 21, Ne 2. P. 179-181.

Schultz K.R., Bowman W.P., Aledo A. Continuous dosing Imatinib with intensive chemotherapy
gives equivalent outcomes to allogeneic BMT for Philadelphia chromosome-positive (Phto) acute
lymphoblastic leukemia (ALL) with longer term follow up: Updated Results of Children’s Oncology
Group (COG) // Pediatr. Blood Cancer. 2010. Vol. 54. P. 788.

Schultz K.R. et al. Long-term follow-up of imatinib in pediatric Philadelphia chromosome-positive
acute lymphoblastic leukemia: Children’s oncology group study AALLOO31 // Leukemia. Nature
Publishing Group, 2014. Vol. 28, Ne 7. P. 1467-1471.

Short N.J. et al. Which tyrosine kinase inhibitor should we use to treat Philadelphia chromosome-
positive acute lymphoblastic leukemia? // Best Practice and Research: Clinical Haematology.
Bailliere Tindall Ltd, 2017. Vol. 30, Ne 3. P. 193-200.

Porkka K. et al. Dasatinib crosses the blood-brain barrier and is an efficient therapy for central
nervous system philadelphia chromosome positive leukemia // Blood. American Society of
Hematology, 2008. Vol. 112, Ne 4. P, 1005—-1012.

Chiaretti S., Messina M., Foa R. BCR/ABL1-like acute lymphoblastic leukemia: How to diagnose
and treat? // Cancer. John Wiley and Sons Inc., 2019. Vol. 125, Ne 2. P. 194 — 204.

Khan M., Siddigi R., Tran T.H. Philadelphia chromosome-like acute lymphoblastic leukemia: A
review of the genetic basis, clinical features, and therapeutic options // Seminars in Hematology.
W.B. Saunders, 2018. Vol. 55, Ne 4, P. 235-241.

Roberts K.G. Why and how to treat Ph-like ALL? // Best Practice and Research: Clinical
Haematology. Bailliere Tindall Ltd, 2018. Vol. 31, No 4, P. 351-356.

Kotb A. et al. Philadelphia-like acute lymphoblastic leukemia: diagnostic dilemma and
management perspectives // Experimental Hematology. Elsevier Inc., 2018. Vol. 67. P. 1-Pui C.H.
et al. Philadelphia Chromosome—like Acute Lymphoblastic Leukemia // Clinical Lymphoma,
Myeloma and Leukemia. Elsevier Inc., 2017. Vol. 17, Ne 8. P. 464—470.

Richards S. et al. Duration and intensity of maintenance chemotherapy in acute lymphoblastic
leukemia: overview of 42 trials involving 12 000 randomised children // Lancet. 1996. Vol. 347. P.
1783-1788.

Shukla N. et al. Phase Il trial of clofarabine with topotecan, vinorelbine, and thiotepa in pediatric
patients with relapsed or refractory acute leukemia // Pediatr. Blood Cancer. 2014. Vol. 61, Ne 3.
P.431-435.

Miano M. et al. Clofarabine, cyclophosphamide and etoposide for the treatment of relapsed or
resistant acute leukemia in pediatric patients // Leuk. Lymphoma. 2012. Vol. 53, N2 9. P. 1693—
1698. P.440-442.

Gossai N. et al. A clofarabine-based bridging regimen in patients with relapsed ALL and persistent
minimal residual disease (MRD) // Bone Marrow Transplant. 2014. Vol. 49, No

Liu A.P. et al. Refractory acute lymphoblastic leukemia in Chinese children: bridging to stem cell
transplantation with clofarabine, cyclophosphamide and etoposide // Ann Hematol. 2016. Vol.
95(3). P. 501-507.

53



55.

56.

57.

58.

59.

60.

61.

62.

63.

64.

65.

66.

67.

68.

69.

70.

Patrick K., Vora A. Update on biology and treatment of T-cell acute lymphoblastic leukaemia //
Current Opinion in Pediatrics. Lippincott Williams and Wilkins, 2015. Vol. 27, Ne 1. P. 44-49.
Winter S.S. et al. Safe integration of nelarabine into intensive chemotherapy in newly diagnosed
T-cell acute lymphoblastic leukemia: Children’s Oncology group Study AALLO434 // Pediatr. Blood
Cancer. John Wiley and Sons Inc., 2015. Vol. 62, No 7. P. 1176—-1183.

Hefazi M., Litzow M.R. Recent Advances in the Biology and Treatment of T Cell Acute
Lymphoblastic Leukemia // Current Hematologic Malignancy Reports. Current Science Inc., 2018.
Vol. 13, Ne 4. P. 265-274.

Zwaan C.M. et al. Safety and efficacy of nelarabine in children and young adults with relapsed or
refractory T-lineage acute lymphoblastic leukaemia or T-lineage lymphoblastic lymphoma: results
of a phase 4 study // Br. J. Haematol. 2017. Vol. 179, Ne P. 284-293.

Dunsmore K.P. et al. Pilot study of nelarabine in combination with intensive chemotherapy in
high-risk T-cell acute lymphoblastic leukemia: A report from the Children’s Oncology Group //J.
Clin. Oncol. 2012. Vol. 30, Ne 22. P. 2753—-2759.

Ribera J.M. Efficacy and safety of bispecific T-cell engager blinatumomab and the potential to
improve leukemia-free survival in B-cell acute lymphoblastic leukemia // Expert Review of
Hematology. Taylor and Francis Ltd, 2017. Vol. 10, Ne 12. P. 1057 — 1067.

Algeri M. et al. Current and future role of bispecific T-cell engagers in pediatric acute
lymphoblastic leukemia // Expert Review of Hematology. Taylor and Francis Ltd, 2018. Vol. 11, No
12. P. 945-956.

Von Stackelberg A. et al. Phase I/Phase Il study of blinatumomab in pediatric patients with
relapsed/refractory acute lymphoblastic leukemia // J. Clin. Oncol. American Society of Clinical
Oncology, 2016. Vol. 34, No 36. P. 4381-4389.

Yu J., Wang W., Huang H. Efficacy and safety of bispecific T-cell engager (BiTE) antibody
blinatumomab for the treatment of relapsed/refractory acute lymphoblastic leukemia and non-
Hodgkin’s lymphoma: a systemic review and meta-analysis // Hematology. NLM (Medline), 2019.
Vol. 24, No 1. P. 199-207.

Coiffier B. et al. Guidelines for the management of pediatric and adult tumor lysis syndrome: An
evidence-based review // Journal of Clinical Oncology. 2008. Vol. 26, Ne16. P. 2767-2778.

Cairo M.S. et al. Recommendations for the evaluation of risk and prophylaxis of tumour lysis
syndrome (TLS) in adults and children with malignant diseases: An expert TLS panel consensus //
Br.J. Haematol. 2010. Vol. 149, Ne 4. P. 578-586.

Agrawal A.K., Chang P.P., Feusner J. Twice weekly pneumocystis jiroveci pneumonia prophylaxis
with trimethoprim-sulfamethoxazole in pediatric patients with acute lymphoblastic leukemia //
J. Pediatr. Hematol. Oncol. 2011. Vol. 33, Ne 1.

Schrgder H. et al. Antibacterial prophylaxis with trimethoprim-sulfamethoxazole during induction
treatment for acute lymphoblastic leukemia // Dan. Med. Bull. 2001. Vol. 48, Ne4. P. 275-277.
Lehrnbecher T. et al. Guideline for the management of fever and neutropenia in children with
cancer and hematopoietic stem-cell transplantation recipients: 2017 update // Journal of Clinical
Oncology. American Society of Clinical Oncology, 2017. Vol. 35, Ne 18. P. 2082—-2094.

Hill F.G.H. et al. Successful treatment without cranial radiotherapy of children receiving
intensified chemotherapy for acute lymphoblastic leukaemia: Results of the risk-stratified
randomized central nervous system treatment trial MRC UKALL XI (ISRC TN 16757172) // Br. J.
Haematol. 2004. Vol. 124, Ne 1. P. 33—-46.

Kelly M.J. et al. Cranial radiation for pediatric T-lineage acute lymphoblastic leukemia: A
systematic review and meta-analysis // American Journal of Hematology. Wiley-Liss Inc., 2014.
Vol. 89, Ne 10. P. 992-997.

54



71. VoraA. etal. Influence of Cranial Radiotherapy on Outcome in Children With Acute Lymphoblastic

Leukemia Treated With Contemporary Therapy // J. Clin. Oncol. American Society of Clinical
Oncology, 2016. Vol. 34, Ne 9. P. 919-926.

72. Paul K.L. Rehabilitation and exercise considerations in hematologic malignancies. // Am. J. Phys.
Med. Rehabil. 2011. Vol. 90, Ne 5 Suppl 1. P. S88-94.

55



56



57



MWHUCTEPCTBO 34PABOOXPAHEHWA PECNYB/IMKU Y3BEKUCTAH
HAUWUOHAJTIbHAA NANATA UHHOBALUWMOHHOIO 31PABOOXPAHEHWNA

LEHTP AETCKOW FTEMATO/TIOMMN, OHKOI0MM U KNMHUYECKOM
NMMMYHOOTUU

KAWHUYECKNIA NPOTOKON NeYEHUA OCTPOro
nmmeobnacTHOro NemKosa y aetemn

TAWKEHT 2022

58



BBOAHAA HACTb

KnnHnyeckas npobnema
HassaHue fOKyMeHTa

dTanbl OKa3aHWA MeaNLMHCKOM
nomoLwm

[laTta co3gaHuma

MnaHupyemasa aaTa ob6HOBAEHMA

Appeca Ana nepenuncku

lenko3bl y aeten

KanHunyeckui MPOTOKON 1e4eHNA OCTPOro

nmmeobnacTHOro nenkosa y aeten

CTauyMoHapHbIM 1 aMbynaToOpPHbIN

2022 .

2024 .

r. TalWKeHT, YMnaH3apCKUIA panoH,
yA. ApHacan, 174

Ten.: (71) 203-11-03

E-mail: bgoskim@gmail.com




OcHoBaTenb NpoeKTa:

0.M.H. npodeccop, ANPEKTOP MHCTUTYTA OHKOOTUN,
KapauyHckui A.U. pagnonormm n agepHon megnunHsl HMAL ATOU nm.
Omntpns Porayesa M3 PO (r. MockBsa)

Pykosoautensb paboyei rpynnbi:
Abanxakmumos A.H. O.M.H. npodeccop, anpektop UArO n KM M3 PY3

Coctas paboyew rpynnbi:

Nb6parnmosa C.3. K.M.H., r1aBHbIM Bpay LUAITO n KN M3 PYy3
Bpay-remartonor, 3as. 1-ro getckoro oraeneHua LLATO
b H.H.
abaxaHoBa KU M3 PYa

MeTogonornyeckas noaaeprKa:

HaYyaNbHWK YNpaBneHua pa3paboTkm 1 BHeapPEeHUA
Aaraposa K.T., K.M.H. KAMHUYECKMX NPOTOKOI0B U CTaHAapTOB, HaumoHanbHanA

nanaTa NHHOBALIMOHHOTIO 34PAaBOOXPAHEHMA

3aM. Havya/lbHMKa YNpaBaeHnsa pa3paboTku 1 BHeApeHUs
Ycmonos C.K. KNMHNYECKMX NMPOTOKO/I0B M CTaHA4apTOB, HaumoHabHanA

nanaTa NHHOBALIMOHHOTMO 34PAaBOOXPAHEHMA

PeueH3eHTbI
A.M.H., npo®., 3aB. Kadeapbl reMaToN0r1m 1
TpaHcdy3mnormm LleHTp passutumA

Ncxakos 3./. paHcey Ll‘u PP
npodeccnoHanbHOM KBAaANDUKALMN MeANUMHCKIMX
pPaboTHMKOB

. .M.H., Npod., 3aBeaytolan LEHTPOM aHEMMUN

CynenmaHosa [.H. A pod AYIOLLAA LERTP

PCHIIMUI

LleneBan rpynna npoTOKONA: remaTonor, OHKOMIOMM, OHKOreMaTo10mT1, NeanaTpbl, CEMENHbIe
BpayM, OpraHM3aTopbl 34PaBOOXPAHEHWA, NpenogasBaTtenu, CTYAEeHTbl, KAMHMYECKue
OPAMHATOPbI, MAarMCTPaHTbl MeaANLUMHCKMX BY308.

Llenn n 3aaayum cosgaHma npoToKkona

OCHOBHOM LE/Nbl CO34aHMA HACTOALLEro MNPOTOKO/A ABASETCA BO3MOMKHOCTb MpoBeAeHUA
COBPEMEHHOM AMATHOCTUKM W NleYeHua [eTe C OCTPbIM  AMMGODNACTHLIM  IEMKO30M,
npeaynpexKaeHne OCN0KHEHNIN, CHUKEHME MHBAIMAHOCTM U NIeTa/ibHbIX C/1y4Yaes.

OCHOBHbIMM 3a4a4aMn CO34aHNA HACTOALLEro NPOTOKO/1a ABNAETCA obocHoBaHue paHHel‘/Jl n
COBpeMEHHOI\/JI ANATHOCTUKKN, NPUMEHEHNA COBPEMEHHbIX MPOTOKO/10B /ie4eHMA A/14 NOBblWEHWA
BbIXXMBAaeMOCTM A0 YPOBHA MMPOBbLIX CTaHAAPTOB.

60



CnnCOK COKpaLLeHUN:

BIiTE AT

BFM — Berlin-
Frankfurt-Munster
CD

EGIL
FISH
MB

TCR-T
cellreceptor
ANT
ACT
BO3
BM-OJ1/1
-KCP
HX/1
J.M.H.
NTK

KN

KM

KT

nar
MKB 10
MObB
MPT
OAK
oNn
OT-NLp
NP

MNXT
MLP-PB
Ccon
TICK
Y34
OAB

XT

LIHC
YMH
SKI
Ixo-KI

oucneundunyHoe aHTUTENO

HemeuKana nccnegoBaTenbckan rpynna no M3y4yeHuto ocTporo
MmdobacTHOro enKo3a

Knactep anddepeHLnpPoBKM
EuropeanGroupoflmmunologicalMarkersforLeukemias; EBponerickasa rpynna
MO MMMYHO/I0TMYECKOWN XapaKTEPUCTMKE NEMKO308B

dnyopecueHTHaa rmbpuamnsaaums insitu

MockBa—bepnnH; Poccuiickan nccnenoBaTeibCKas rpynna no nevyeHunto
ocTtporonnmdobaacTHOro Nerkosa y aeTen

T-KNeToYHbIN peuenTop

aNaHMHaMMHOTPaHchepasa

acnapTaTammMHOTpaHchepasa

BcemumpHaa OpraHnsauma 34paBooXpaHeHns

OCTPbIN MMMPOBNACTHBIN NEeNKO3 M3 B-KNeToK-npeawecTBEHHMKOB
rPaHYNOLMTaPHbBIMKONOHUECTUMYANPYOWMA GaKTOp
HEXOOKUKUHCKMENMMbOMbI

[OKTOP MeAMNLIMHCKMX HayK

MHIMBUTOPLI TUPO3UHKMHA3

KNMHMYeCKMe nccnefoBaHuns

KOCTHbI MO3T

KOMMbloTepHas Tomorpadusa

NaKTaTaernaporeHasa

MeXAyHapoaHas knaccudurKkauma 6onesnHein 10-ro nepecmoTpa
MMHMMabHAA OCTaToYHaA HonesHb

MarHWTHO-Pe30HaHCHaA Tomorpapus

06NN (KAMHNYECKMIA) aHaNN3 KPOBM

OCTPbIN IMMPODBNACTHBIN Neltko3

0b6paTHO-TPAHCKPUNTa3HaA NoAnMMepasHasa LenHan peakuma (MLP)
NnoNHasA pemmccua

noNMxXMmMmMoTepanma

MLLP B pexxnme peasibHOTo BpeMeEHM

CUHAPOM OCTPOrO /IM3MCa OMNYXON

TPaHCNNaHTaLMA FTeMOMNO3TUYECKUX CTBO/IOBbIX KNETOK
yNbTPa3BYyKOBOE MCCNeA0BaHNE

®paHKo-AMepMKo-bpuTaHCcKasa KoonepaTMBHAA rpynna
XMMMOTepanma

LeHTpasbHaA HePBHas cMcTema

4yepernHo-MO3roBble HEePBbI

a/1IeKTpoKapamorpadms

axoKapanorpadus

61



BeeneHune

Octpbit  aumdobnactHbin  nerko3 (OJ1/1) — 3TO 3/710KavyecTBeHHoe 3abosieBaHMe CUCTEMbI
KPOBETBOPEHMA, XapaKTEPM3YIOLLEECA HEKOHTPOIMPYEMOM Nposindepaumert onyxoaeBoro KAoHa s
KNETOK — KPOBETBOPHbIX MPEAWEeCcTBEHHUKOB JIMHUI  aumbounaHon  anddepeHUMpoBKY,
COCTaBAAKOLLIErO He MeHee 25% OT ApyrMx AAEPHbIX KAETOYHbIX 3/1EMEHTOB KOCTHOrO MO3ra, C
BO3MOHbIM BOB/EYEHMEM B MPOLLECC PA3/IMYHbIX OPraHoOB U cuctem (MMmobomaHaa TKkaHb Nto6oi
NIOKaNun3aumm), 1 B CBOEM €CTeCTBEHHOM TeYeHUN HensbeHo npmeoadllee K daTaibHOMY UCXO4y.
B pecnybanke Kaxapit rod BbiBastoTca okono 300 aeTelt ¢ ocTpbIM IMMBODOAACTHBIM NENKO30M.

OJ111 cocTaBnseT 0Ko10 25 % OT BCex 3/10Ka4eCTBEHHbIX OMNyXxoaen y 60/1bHbIX B Bo3pacTe A0 18 netu
ABNAETCA CaMbIM 4YaCTbIM OHKO/IOTMYECKMM 3abosieBaHMEM [AEeTCKOro Bo3pacTa. 3abosieBaemocTb
cocTtaBnsaeT okoso 4 Ha 100 000 peTckoro HaceneHus. Tuk 3abonesaemoctn OJI1 y peteit
NPUXOANTCA Ha AOLWKOAbHbIM Bo3pacT (2 — 5 neT npu meanare 4,7 roga). Heckonbko Yalle 6onetot
Manb4ynKkn — cooTHowenme 1,6:1 ana B -nunenHoro n 4:1 ana T - annenHoro OJ1J1.

B HacTosllee BpemMs, BbIXXMBAEMOCTb AeTel C OCTPbIM IMMGODOAACTHBIM IeiMKo30M B Y3beKncTaHe
cocTaBnsieT okono 70% (7.e. 70 6onbHbIX AeTelt n3 100 BbI3A0PaBAMBAIOT). XOTA MMEETCA HexBaTKa
MeAMKaMEHTOB M PeaKTUBOB A5 AMArHOCTUKN. narHocTmKa (400 nonnapos CLUA 3a 1 AMarHOCTMKY)
NPOBOAMTCA MOKa B OCHOBHOM B POCCMM Ha [AeHbMM poauTenei, U CrOHCOPOB, OPraHM30BaHHbIX
BOJIOHTEPAMM U 0DOLLIECTBEHHbIMW OpraHM3aumamm, GoHaamm. ITo NpomsoLWwno baarogaps TeECHOMY
COTPYAHWYECTBY C KONIEramMM M3 APYrUX CTPaH, BHEAPEHUIO COBPEMEHHbIX MeK/AyHapOoaHbIX
MPOTOKOMOB  XMMMOTepanuu. Ha ceroaHslHbIA [AeHb 00ecneyeHHOCTb LMTOCTaTUYEeCKUMMU
npenapatammM M npenapatamu A0S CONPOBOAMTENbHOW TepasBnuu no Pecnybivke cocTasnaet
25-30%.

TepMuHbI

= OcTtpbit numdbobnactHuli neiiko3 (OJ1/1) — 3To 3710KayecTBeHHoe 3abonieBaHME CUCTEMbI
KPOBETBOPEHMA, COCTOALLEE B MNOABAEHWW OMYXONEBOrO K/AOHA M3 KNETOK — KPOBETBOPHbIX
NpeALecTBEHHNUKOB NMHUI AnmbonaHon anddepeHUMPOBKM

= Ph-nosautusHbii ONI1 (Ph+-ON11) — ONI1 ¢ Hannumem TpaHcnokaumm (9;22)(q34;911) — w
obpasoBaHMem xmmepHoro reHa BCR-ABL1.

= BCR-ABL1-nogobHbit O/I/1 —noarpynna OJ1/1, He umetowana TpaHcnokaumn (9;22)(q34;q11), Ho ¢
npoduaem 3aKcnpeccum reHos, cxoxkmm ¢ BCR-ABL1-nosmTtmsHbiM OJ1/1 cBuaeTenscTytollem ob
aktmBauum ABL1 n JAK2 TUMPO3MHKMHA3HbIX CUTHaANbHbIX NyTeln). OTMevatoTca peappaHXMpoBKM
CRLF2, ABL1, JAK2, IKZF1, EPOR, PDGFRB u ap.

= ETP-OJ11 = OJ1/1 n3 paHHMX T-KneTok-npeawectseHHMKoB (early T-cell precursor ALL), nmetowmin
XapaKTepHbIn MMMyHodeHoTMN (CD3 BHYTPUKAETOYHO, HW3Kaa (meHee 75%) akcnpeccua CD5,
oTcyTcTBME aKkcnpeccnm CD1a n CD8, akcnpeccusa xoTa 6bl 0AHOMO M3 MUENOUAHbBIX aHTUIEHOB UK
aHTUTEeHOB KNEeTOK -npeauiectseHHnkos (CD13, CD33, CD11b, CD117, CD65, CD34, HLA-DR).

= [lonHas pemMuccua — OTCYTCTBME KIMHUYECKUX NpoABAeHW 3aboneBaHma npu Hannmumm 5%
61aCTHbIX KN1ETOK B KOCTHOM MO3re NPy HOPMa/lbHOM COOTHOLIEHNM APYTMX POCTKOB KPOBETBOPEHMA
M OTCYTCTBUM IKCTPAMeyNNAPHbIX MPOABAEHNNA.

= MoneKkynapHaa PeEMUCCUA — 3TO NOAHAA KAMHUKO -TeMaTON0rMYecKan PemMmCccna Npm OTCYTCTBUM
B KOCTHOM MO3re UCXOAHO OnpeaenABLIMXCA MONEKYAPHbBIX MAapPKepPOB OCTPOro NenKo3a.

= Peupams — 3TO nosasneHMEe MOPPONOTMYECKM BbIABAAEMbIX ONACTHLIX KNETOK C J1IeMKo3
aCCoOUMMPOBAHHBIM MMMYHOPEHOTUNOM MOCAE NEepUoaa, B TEH4EHNE KOTOPOro MAEHTUOMLMPOBATL
OMyX0/1EBbIE KNETKMN LLUTONOTMHECKMMIN METOAAMM HE NPEeACTaBAANOCh BOSMOXKHbIM.
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= KOCTHOMO3roBOA peuuans — oOHapy»KeHMe B KOCTHOM Mo3re 25% u 6osiee OnyxoneBbiX
nmmédobnactos, 6e3 ogHoBpemMeHHOro nopasxeHus LHC wu/wnm gpyroro asKkcTpamenynsapHoOro
NOpa*keHWA Nocae KOHCTaTauum peMmccuin.

= |IHC-peumaus (Herpopeunams) — noasneHne NMMPoHIacTOB B MKBOPE MPU LIUTONOTMYECKOM
MCCNenoBaHMM, a TaKKe HEeBPOJOrMYyecK as CMMNTOMATMKA, He CBA3aHH af C  ApYyrumu
3ab0N1eBaHMAMMN M MNoBpeXAeHUAMM. [pn BHyTpuyepenHom obpasoBaHuM Ha KT/MPT u npwu
OTCYTCTBMM ONACTHbIX KNETOK B JIMKBOPE, KPOBM M KOCTHOM MO3re, ANA AMarHOCTMPOBAHMS
n3onmposaHHoro peumamsa LIHC HeobxoaMmo MOAYyYUTb FMCTONOTMYECKOE MOATBEPNKAEHWE WM
NPOBECTM 0AHO GOTOHHYI IMUCCUOHHYIO KT rofIoBHOrO Mo3ra. B KOCTHOM MO3re YMC/I0 OMYXONEBbIX
61aCTHbIX KNETOK A0/IKHO COCTaBNATbL MeHee 5%.

= TeCTUKYNAPHbIA peungmns — M30IMPOBaHHbIN PELMANB ANYKA AMArHOCTUPYETCS NP NOSBAEHUN
OAHO - UV ABYCTOPOHHEro 6e3601e3HEHHOIO AMYKa M 3HAYMTENIbHOTO YBENIMYEHUS €ro NAOTHOCTH
npv nNanbnaumMyM Npu HaaMYMM B KOCTHOM Mo3re <5% onyxonesbix NMMP06/1acToB U OTCYTCTBUM
nopaskeHns LIHC u TpebyeT ructonornyeckoro NoATBEPHKAEHNA.

= KOMBMHUPOBaHHbIE PeLMANBDI: coYeTaHWe ABYX U Bosiee NoparKeHWn Pa3MYHOM OKAAM3aLMN.
MpyM KOMBUHMPOBAHHbIX PeLMAMBAX KOCTHbIM MO3F CYMTAETCA MOPANKEHHbIM MPU HannuMm 5% u
b6onee onyxonesbix 1MmpobaacTos.

= [lo3aHWI peumauMB — peunamBs, BO3HWMKLLIMIA 4Yepe3 nonroga M Honee nocne OKOHYaAHMUA
noaAep:KMBatoLLEN Tepanmm.

® PaHHWI peunamB — peuuamB, 3apermcTpMpoBaHHbIN paHee, Yem Yepes3 Noaroga OT MOMEHTA
OKOHYaHMA NOAAEPKMBAIOLLEN Tepanmn, HO No3aHee 18 mec ALLEB OT Hayana Tepanuu.

= QOuyeHb paHHWUI (CBepXpaHHWUI) peunans — peLunanB, Pa3BMBLLMIACA B CPOK A0 18 mec AueB oT
Ha4ana Tepanuu.

=  MoneKkynapHbiA peuuamB — 370 NOABAEHME UCXOAHO ONPeaenABLIMXCA MONEKYNSAPHbBIX MapKepoB
OCTPbIX 1IEMKO30B B ABYX MOBTOPHbIX aHaM3ax (MpoBeAeHHbIX C KOPOTKMM MHTEPBAZIOM BPEMEHM) Ha
boHe coxpaHAoLLENca KAMHUKO-TreMaToN0rMYeCcKom PEMUCCUN.

=  MuHMMaNbHaA octaTodHad 6one3Hb (MOB; minimal residual disease — MRD) Hannume ocTaToYHbIX
NenKeMMUYEeCKUX KNEeTOK y NaLUMeHTa B PEMUCCUU, HE BbISBAAEMbIX PYTUHHBIMU MOPHONOrMYECKMMM
MeToAamMK1, HO onpeaensiemblX NPy NMOMOLLIM BbICOKOUYBCTBUTENbHbIX N1abOPaTOPHbIX TEXHOOIMIA
(MUP B peanbHOM BpeMeHu U/MAn MHOTOLLBETHON NPOTOYHOM LUMTOMETPUEN).

= BeccobbiTUiiHaA BbixknBaemocTb (event-free survival — EFS) — paccuntbiBaeTca oT AaTbl Hayana
neyeHnsa no noboro «oTpuuaTenbHoro» cobbiTMA WM AaTbl nocneaHen ABkM 6osbHOro. Moa
«OTpULATENbHbIM» CODObITMEM MOHMMAIOT PeUMamnB, CMepPTb Mo N0OOM NPUYKNHE, Pa3BUTME BTOPOM
onyXonn Unu pedbpakTepHOCTb (OTCYTCTBME NONHOM PEMUCCUMU B CPOKK, ONpeaeieHHble MPOTOKOIOM
Tepanum).

= Obuas BbixkueaemocTb (overall survival — OS) — paccumTbiBaeTcs OT AaTbl Hayana fevyeHua A0
CMepTH NaumeHTa no Ntbol npuymHe. MNMauneHToBs, cyapba KOTOPbIX HEM3BECTHA, LEH3YPUPYHOT B TOT
MOMEHT, Koraa 6bI1/10 M3BECTHO, YTO OHM XKMUBbI.

* UHAYKUMA — 3TO Nepuos HayaibHOro NeYeHuns, Leblo KOTOPOTro ABAAETCA MaKCMMa/bHO bbicTpoe
M CYLLECTBEHHOE COKPALLEHWe OMyx0neBOM MAaCChl U AOCTUXKEHWE MOIHOM PEeMUCCUMK, Ha3bIBAETCS
nepuoaoM UHAYKLNN.

= KOHCcO/MMAauMa — BTOPOM 3Tan Tepanuu, HanpaBAeHHbI Ha 3aKkpenaeHue AOCTUIHYTOro
npoTnsoonyxonesoro addeKkTa. 3agavein 3Toro nepmoaa ABAAETCA N0 BO3MOXKHOCTU elle bonbliee
YMEHbLLIEHME YNCNA OCTAOLWMXCA NOCAe UHAYKLUMWN NENKEMUYECKUX KNETOK.

= [loaaep)KuMBaroLwaa Tepanua — 3T0 A/IMTeNIbHAA LIMTOCTaTUYEeCcKaa Tepanns B HeDONbLINX [03aX,
HanpaBeHHas Ha YHUYTOKEHME BO3MOMKHOIO OCTAaTOYHOrO OMyX0/1E€BOTO K/IOHA.

KoauposaHue no MKB-10

C91.0 Octpbit AMMdOBNACTHBIN NENKO3
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OnpeaeneHuns, 3TMONOIMA, 3ANMaeMnoiorusa 3abonesaHus

OcTpbii  nuMbobnacTHLIM  neiko3 (OJ1/1) — 3TO 3710KayecTBeHHoe 3abosieBaHWe CUCTEMBI
KPOBETBOPEHMA, XapaKTEPM3YIOLLEECA HEKOHTPOIMPYEMOM Nposindepal et onyxoaneBoro K/ioHa 13
KNETOK — KPOBETBOPHbIX MPeAWecTBEHH WKOB JAMHUN  aumbouaHon anddepeHUMpoBKN,

cocTasnAawolero He meHee 25% ot APYyrnx A0epHbIX KAETOYHbIX 3/1EMEHTOB KOCTHOTO MO3ra, C
BO3MOXHbIM BOBJieHEHNEM B NPOLECC PA3/INYHbBIX OPraHOB N CUCTEM (I'IVIN\CI)OVILI,Haﬂ TKaHb N1t060M
noxanmsau,mm), 1N B CBOEM €CTECTBEHHOM TeYEeHUU HEeU3HEKHO npmeogAallee K d)aTa!'IbHON\y ncxoay.

ToYHble MpuumHbl pas3suTma OJ1/1 HemsBecTHbl. PaccmMaTpuBaeTCs BO3MOXHAs POab Pa3/MYHbIX
npeapacnonaraowmx GakTopoB (FreHEeTUYECKMX, BUPYCHbIX, pPaamMaLmn, XMMUYecKkoe ¢GpUsnyeckoe
BO34ENCTBME WM AP.), OAHAKO WX TOYHOE BAMAHWE Ha pa3suTe OJ1/1 Ha CeroAHAWHUI OeHb He
YyCTaHOB/EHO.

Mo coBpPeMEHHbIM NpeacTaBneHUAM B OCHoBe naTtoreHesa OJ1/1 NeXUT MyTalus CTBOJIOBOM
KPOBETBOPHOW K/ETKM, KOTopaa MPMBOAMUT K MOTepe CnocOOHOCTU K HOPMasbHOM KNeTOYHOM
AnbdepeHLUMpPOoBKe N HapyLLEHUAM B NpoLeccax npoandepaumm 1 anonTosa.

MyTaHTHbIN KAOH [0CTaTOYHO BbICTPO BbITECHAET HOPMa/IbHbIE FEMOMNO3TUYECKME KAETKM, 3aMellian
coboit Becb remonoss. BbiTeCHEHME HOPMasibHbIX FEMOMO3TUYECKMX KNETOK M 3amelleHue Ux
OMYXONEBbIMM KNETKAMM, HECMOCOBHbBIMU K CO3PEBAHNIO, 3aKOHOMEPHO NPUBOANT K YMEHbLLEHNIO B
nepudeprnyeckoin KpoBm 3pesbix KNETOK C Pa3BUTUEM aHEMUM, FPAHYOLUMTONEHNN, TMMbONEHMM U
TPOMOOLMTONEHNN, YTO MPOA BAAETCA COOTBETCTBYHOLLEN KAMHMYECKOW KapTuHoW. Onyxosesble
KNETKM MOTYT MOKMAATb KOCTHbIM MO3T M MHOUBTPUPOBATL PA3/IMUYHbIE OPraHbl U TKAHW (CeneseHky,
neyeHb, MMMOOY3/bl, TUMYC, LEHTPabHYO0 HepBHYtO cucTemy (LIHC), kKoxy 1 ap.).

OJ1/1 cocTaBAeT 0Ko/10 25 % OT BCex 3/10Ka4eCTBEHHbIX Onyxosiel y 60bHbIX B Bo3pacTe A0 18 net u
SBNAETCA CaMbIM YaCTbIM OHKO/IOTMYECKMM 3ab0/1eBaHNEM AETCKOro BO3pacTa.

3abo/1eBaemoCTb cocTaBaseT okoo 4 Ha 100 000 geTckoro HaceneHus. Nuk sabonesaemocty OJ1/Ty
NeTel NpUXoAMTCA Ha AOLWKONbHbLIM BO3pacT (2 — 5 neT npu meamaHe 4,7 roaa). Heckonbko Yalle
60/1et0T Manb4YmnKkM — cooTHowenue 1,6:1 ana B -nuHenHoro v 4:1 ana T - avHenHoro OJ1/1.

Knaccumkauma

Mopdonormueckas knaccudurauma 011 (FAB-knaccupukauma):

= 1 — mUKpOAMMPODNACTHLIA BAPMAHT, XapPaKTepU3YHLWMIACA MaANEHbKMM pPa3mMepom
NMMMdob1acToB; Yallle NpaBuAbHOM dopmoit aapa (MHOrAa OHO MOXKET BbiTb pPacLLenaeHo) ¢
MENKMUMU, MIOXO BWU3YaNU3MPYyEMbIMU HyKneonamu uam 6e3 Hux 3 BOODOLLE; BbICOKMM
A0EePHO-UMTONNA3MaTUYECKMM COOTHOLLEeHNeM (He bonee 20-25% OJ11).

= |2 — Haubonee BapuabeneH. Yauwe numobobnactbl MMeroT BONbWON AMaMeTp; UX A4PO
HenpasuIbHOW GOpPMbl (MOXKET BbITb PaCLLENAEHO); HyKAeo bl (Kak NpaBuao, 6onee oaHON)
XOpOWO BWAHbLI B CBETOBOM MWKPOCKOME; UMTOMNAa3Ma 61e4HON OKPacku, B YyMEpPEHHOM
Konmyectse (okono 70% cnydaes cpean scex dopm O11).

= |3 —meHee 5% cnydaes OJ1/1. iIumbobnacTbl KpynHble, HAMOMMWHAIOT TaKoBble NpW AMMboMme
BepkuTa; Ux Aapa npaBuabHOM Gopmbl (B BMAE Kpyra uam osana); 6onblias OTY4ETNIMBaAA
Hykneona (ogHa wnu 6onee); BbipaxKeHbl 6a30UAMSA KM BaKyoaM3aLUMA LMTOMIA3MbI,
[0CTaTO4YHOM MO KOJINYEeCTBY.

Knaccndukauma octporo ammdobnactHoro nenkosa y aeTeit cornacHo BO3  aAsnsetcs
obuenpuHaTon:
= OJ11 n3 B-knetok npeaLecrtseHHMKos (BM-0/1/1)
o bes cneundumyeckmx xapaktepmctnk (NOS — not otherwise specified)
= LnuTOreHeTMYecKme noarpynnsbi:
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t(9;22)(gq34;911.2); BCR-ABL1, Ph+-ALL
t (v;11923); nepectporika KMT2A (paHee MLL)
t(12;21)(p13;922.1), ETV6-RUNX1 (paHee TEL-AML)
C rmnepaunaonamneit
C rmnoaMnaonamen
t(5;14)(g31.1;932.1); IGH/IL3
t(1;19)(g23;p13.3), TCF3-PBX1
«ycnoBHble/npeaBapuTenbHbie» noarpynnel (provisional entity)
BCR-ABL1-nogo6bHbIM
iAMP21
= O/11 n3 T-kneTok npeaLectseHHUKoB (T-0/1/1)
O «ycnosHaa/npeasapuTensHas» noarpynna (provisional entity)
o OJ11 3 paHHux T-KneTok-npeawecTseHHmkos (ETP-ALL)

0O O O O O O O O O O

TpaamumoHHo BbigenstoT OJ1/1 n3 B-knetok-npeawectBeHHMKkoB (BM-O/171) u T-nnHenHbin OJ171
(T-0Nnn).

Cpean uMToreHeTUYeCcKux NoArpynmn, seigenaemoix npu BM-0J1/1, B nocneaHem nepecmotpe (2016 T.)
Knaccndukaumm BO3 6binn nobasneHbl ase Hosble noarpynnbl: BCR-ABL1-noao6Hbi (oH e Ph-
noAo6HbIn O171) 1 BM -O/1/1 c iIAMP21 (BHYTPMXPOMOCOMHasA amnanduKaLmsa Yacti 21 XpoMocombl).

Cpeaun T -OJ1/1 oTAeNbHble reHeTUYEeCKMe NOArpynmnbl He BblAENAIOTCA, OAHAKO, ONMcaHbl Hanbonee
4aCTo BCTpeYatoLmMecs MyTalmMn, Takme Kak nepectporkm reHos TALL, TLX1, TLX3, LMO1, LMO2 v ap.,
a Ta Kxe myTaumm B reHax NOTCH1, FBXW7, PTEN, KOTOpble MOryT OKa3blBaTb BAMAHME HA NPOrHO3
3aboneBaHma. CornacHo nocneaHen Bepcum Knaccudurkaumm BO3 cpeam T-OJI1 oTaensHo
Bblaensetca OJ11 s paHHUX T-KneTok-npealectseHHUKoB (early T-cell precursor ALL, ETP-O11),
MMEIOLLMIN XapaKTepPHbIM MMyHObEHOTMN.

HeanddepeHumpyembii OJ11 npeactasnser cobol reteporenHyto rpynny OJI1. Mpu gaHHOM
BapmaHTe BNACTHbIE KNETKM He Aat0T NONOKMUTENbHbIX LLUTOXMMUYECKMX PeaKLUMI, XapaKTePHbIX ANA
MMMOONAHBIX UAM  MUenonaHbix aHTureHos OJ1. OHM He pearnpyroT co  cneumdruyeckumm
MOHOK/NOHAAbHbIMW aHTUTENAMKN, ONPeaenArLMMN NPUHAANENKHOCTD K TOW MAU UHOW JIMHWUK
amddepeHUMpPoBKM, MoOryT ObiTb TdT-No3nTMBHbIMKM W TdT-HEraTMBHLIMKW, HE 3KCMPEcCcUpyoT
LUMTONNA3MaTUYECKMI MMMYHOTN06YAKH (Ig).

KnnHunyeckas KapPTUHa

[nnTenbHOCTb aHamHe3a 3a601eBaHNA OT MOMEHTa NOABEHUA NEPBbIX KNMHNUYECKMX MPU3HAKOB 10
mopdonormyeckor BepuoMKaumMmM AMarHo3a COCTaBAAET OT HECKONbKMX Heaesnb A0 HEeCKOAbKMX
mecsaueB. KaMHMYeckas KapTMHa onpeaenseTca CTeneHblo HapyleHua GYHKUMIA KOCTHOrO MO3ra
(aHeEMMA, reMopparnyecknii CUHAPOM WM PA3BUTUE UHPEKUMIM PA3NINYHON CTENeHU TAXKeCTU) M
Ha/sM4yMem OnyxoNeBol MaccChbl (OpraHomeranus, HONbLIOE KOMMYECTBO OMyXONEeBbIX KAETOK B
nepudepmyeckor Kposu, AMmdoadeHonatm a u nopaxkeHue cpenoctenusa, LIHC, Koxu, sunuek,
Nerikemmyeckan MHOUAbTPALMA ceTyaTkn). B HeKoTopbIX caydasx HabatoaaeTca pa3suTre 601eBoro
CMHAPOMA, CBA3AHHOIO C MOPaXKeHNeM KOCTeN.

lnarHocTmKa

MHorne pekomMeHAoBaHHbIE METOAbl AMArHOCTUKM 3ab0NeBaHNA M CBA3AHHbLIX C HMUM COCTOSHUIA
MMEIOT OrpaHWYeHHYo [JoKasaTenbHyto 6a3y (B COOTBETCTBMM CO LWKANaMM OLEHKM YPOBHSA
[IOCTOBEPHOCTM [0Ka3aTeNbCTB U YPOBHS yOeaAUTeNbHOCTM PEKOMEHAALUMIA) MO NPUYMHE OTCYTCTBUA
MNOCBAIWEHHbIX WM  KAWHWYECKMX uccnemosanunin  (KM). HeB3upas Ha 3TO, OHM ABAAKOTCA
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HEeobXoAMMbIMKU d1eMeHTamM obcneaoBaHMA NauMeHTa A8 YCTaHOBNEHWA AMarHos3a u Bbibopa
TAKTUKM NIeYEHUs, TaK Kak bonee 3pPeKTUBHbIE M [OKa3aHHbIE METO/bl B HaCTOALLee BPemsa He
pa3paboTaHbl.

Kputepun ycTaHOBNEHUA ANarHo3a

OnarHo3 OJ1/1 ycTaHaBAMBatOT Npu 0bHapyKeHnn 25% 1 6onee 61acTHbIX KNETOK B KOCTHOM MO3re
(KM), no mopdonormyecknm 1 LMTOXMMUYECKMM NPU3HaKam COOTBETCTBYOWMX nmbobaactam. Ha
OCHOBaHWUK onpeaeneHna UMMyHOGeHOTMMNA BAACTHBIX KNETOK C MOMOLLbIO MPOTOYHON LUTOMETPUMN
YCTaHaBAMBAIOT JIMHENHYIO NpUHagnexxHocts aumebobnactos (T-OJ1/1, BM-ON/1). Onpeaenexne
LMTOreHeTUYeCKMX noarpynmn npoBoAAT Ha OCHOBAHMKW PE3yNbTaTOB MONEKYNAPHO-TEHETUYECKOTO
nccneoBaHuUA.

KpoBoTeyeHne co cAm3ncTbix 060n04eK (HOCOBblE, AECHEBble, KeNyAo4HO-KULWEYHble W Ap.
KPOBOTEYEHMS), remopparMyecknii CMHAPOM Ha Koxke, B61edHoCTb. PacnpocTpaHeHne 6aacTHbIX
KNeTOK B AMMdaTUYECKMe y3/ibl U NapPeHXMMaTO3Hble OpraHbl MPUBOAUT K AMMPageHonaTuu,
YBENIMYEHUIO NEYEHUN N CENE3EHKM, NPOABAAOWMXCA DONAMKN B KMBOTE, PACLLUMPEHMNIO CPEAOCTEHMUA
C BO3MOHbIM Pa3BUTMEM CUHAPOMA CAABNEHMUA, YBENNYEHNIO ANYEK Y MaZIbYMKOB. [1posiBAEHMAMM
HelponemnkeMmnmnm MmoryT 6biTb CUMNTOMbI NOPaXKEHNS YepenHO-MO3roBbIX HEPBOB, 0bOLLEMO3rOBbIE,
MEHMHreanbHble CMMMNTOMbI.

KnnHuyeckaa cumnTomaTtuKa pasBépHyToM crtagum OJS11 cKnappiBaeTcA M3 NATU  OCHOBHbIX

CUHAPOMOB:

" runepnaactMyeckoro (ymepeHHoe u 6e3bonesHeHHoe yBenMyeHwe AMMEOOY3/10B, MeYyeHu u
ceneséHkn (30-50%). Y % OonbHbIX HabnwgaeTca yBeAMYEeHWEe MUHAAMH, aAeHOWO0B,
BHYTPUOPIOLLIHBIX TMMPOY3N10B M IMMOOY3/10B CPEAOCTEHNA C CUMNTOMamM caasnerHns. B 5-30%
cnyyaes nepsnyHoro OJ1/1 umeeTca MHNLMANBHOE YBENUYEHMNE ANYEK Y MANIbYMKOB, B YaCTHOCTU.
MoABNAIOTCA KOXKHble NeKo3Hble MHOUABLTPATbI (nekemuabl) B BUAE KPAaCHOBATO-CMHEBATbIX
b6nsweKk. BO3MOMHO 3HauMTeNbHOE YBE/NMYEHWE MOYEK B pe3ynbTaTe /eMKeMUYecKom
MHOUABTPALMM, pexe MHOMAbTPALMA MMOKapAa W BbIMOTHOM MEepUMKApAMT Npu OOBCTPYKLMK
nyTen NMMPOOTTOKa MeXKay 3HAOKAPAOM M 3NUKAPAOM. YBenndeHme Tmumyca unm numooysnos
CPeaoCTeHNA XapaKTepHo Ana T-knetoyHoro OJ1/1, BO3MOMXKHA Nekemunyeckaa MHOUAbTpaLMA
NEroYyHoOM TKaHN UM KPOBOU3INAHMA B HEE;

" remMopparnmyeckoro (0T MeNKOTOYEYHbIX M MENKOMATHUCTbIX OAMHOUYHbIX BbICbINAHUI Ha KOXe U
CAU3UCTbIX 060104KaX A0 OBLNPHBIX KPOBOM3AMAHUN U NPOPY3HbIX KPOBOTEYEHUI — HOCOBbIX,
MaTOYHbIX, MEeNyAo4YHO-KMLIEYHbIX, MOYeYHbIX W APYrUx, BMAOTb A0 OCTPbIX PACCTPOMCTB
MO3rOBOro KpoBoObHpaLleHms);

= aHemuyeckoro (cnabocTb, BANOCTb, FON0BHbIE HOMM, BAEAHOCTb KOMKHbIX MOKPOBOB, CHUXKEHME
anneTuTa);

" JHTOKCWMKALMOHHOIO;

" JMHOEKUMOHHbIX OCNoXHeHun (Habntopatotcas y 80-85% 6OonbHbix O/, NHbEKUMOHHblIe
OC/IOXKHEHNSA BaKkTepuanbHOro npoucxoxaeHus coctasnsatoT (70- 80%) (BKAto4as MHEBMOHUN,
Cencuc, rHOMHbIE MPOLLECChl), TAKENbIe MHOEKLMOHHbIE OCNOXKHEeHUA BUpycHoro (4-12%) w
rpnbkosoro reHesa (18-20%). /luxopaZika CBA3aHa C HaMYMEM MHDEKUMM, y AeTeit C ryHoKow
HeTponeHnen);

=  H0NeBOM CUHAPOM (OCCanrnm u apTpanrum, 60n B KMBOTE). Jlenkemmyeckas UHOUAbTPaLMA
HAAKOCTHMLI M CYCTaBHOM Kancy/bl, MHDAPKTbI KOCTEM M OMyXoneBoe yBesinyeHne obbeEMma
KOCTHOTO MO3ra NpuBOAAT K NOsABAEHNIO Bonel.
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*anobbl 1 aHamHe3

Bcem naumeHTtam monoxe 18 net ¢ nopospeHnem Ha OJ1/], a TaKKe BCeEM MaUMEHTaM C
BepudmumposaHHbiM OJ1/1 Npu KaxKaom npueme y remaTosiora /oHKoiora pekomeHayetcs cbop

5C aHamHe3sa 1 kanob npu 3ab601eBaHNAX OPraHOB KPOBETBOPEHMA U KPOBU A5 OLLEHKMU COCTOAHMA
naumMeHTa, a Tak¥e ANA BblsBAeHUs GaKTOpOB, KOTOPbIE MOTYT OKasaTb BAMAHME Ha BblOOp
NevyebHOM TaKTUKM

Cbop aHamHesa npu OJ1/1 noapasymeBaeT TLIATE/bHbIM PACCMpPOC O TEKYLWEN MAM NPOBOAMMOM
paHee /IeKapCTBEHHOW Tepanuu, COMYTCTBYIOWMX CUCTEMHbIX 3a00/1€BaHMAX W  XPOHMYECKOW
NaToONOMMKN, HAAMYMM  OHKOMOTMYEeCKMX 3aboneBaHuit y poacTBeHHMKoB. ObsszaTeneH cbop
SNUAEMMONOTNYECKOTO aHAaMHEe3a CeMbW: YCI0BUA MPOMKMUBAHUA, CaHUTAPHO-TUTUEHUYECKMI
YPOBEHb  OKPYXEHWUS, HaUdMe XPOHUYECKMX WHDEKUMOHHbIX 3aboneBaHuii y  OAM3KUX
POACTBEHHMKOB. OuYeHb BaXKHO YTOYHWTb, OTKyZa MNOCTyNnuA OONbHOW: U3 AOMa WUAM U3 APYrUX
neyebHbIX yypexkaeHui. Ecam 6onbHOM B nocneaHee BPeMs e4macs B Apyrux 60/bHMLAX,
0653aTe/IbHO HYXXHO BbIACHUTL BCE AeTaNM Tepanuu, B 0COOEHHOCTM MPOTUBOMHGEKLIMOHHOM
Tepanuu, a TaKkKe Haudme UAM OTCYTCTBME Pa3UYHbIX N1e4ebHO-AMarHOCTUYECKMX MaHUMYAALMIA,
TaKMX KaK KaTeTepmnsalms, HapKo3s, UHTYDaLMA, UCKYCCTBEHHAA BEHTUAALMA NETKMX.

dunsunKanbHoE O6C}'|€,EI,OBaHMe

Bcem naumeHTam monoxke 18 net c noaospeHvem Ha OJ1/1, a TaKKe BCEM MNaUMEeHTam C
BepudmumMpoBaHHbiM  OJ1/T nNpyM NepBMYHOM WM MOBTOPHOM MpUEemMe, PEKOMEHyeTcs

5C BbINO/MHEHME BM3yaNbHOTO OCMOTPA TepaneBTUYECKOro, nafbhnauum TepaneBTUYECKOn w
ayCKy/abTaLMM TepaneBTUYeCKOn A9 YTOYHEHUA PacnpoCTPaHEHHOCTN 3a601eBaHMA U OLLEHKM
COCTOAHMA NaLMeHTa, B TOM YNC/E OT/AE/bHbIX OPraHoB M CUCTEM

Ob6WKMIM OCMOTP NoApasyMeBaeT OLEHKY 0bLLero ¢p1U3nYeckoro CoCToAHMA, POCTa M Macchl Tena, a
TaKKe [eTaNlbHyto OLEHKY COCTOAHMSA BCEX OPraHOB M CUCTEM M HEBPOOrMYyecKoro cTatyca. Ocoboe
BHMMaHWe cneayeT 00paTWTb Ha [AOKYMEHTMPOBaHWE MPOSABAEHMI OCHOBHOrO 3abosieBaHMS
(onucaHMe Bcex rpynn yBennMyeHHbIX 1MMGOY3N0B C pa3mepamm, Ppasmepbl NeYeHn U ceneseHkn — B
CaHTUMETPAX HUKe Kpas pebepHOM AyrM MO CPEAHEKNIOYUYHOW NMHMM, pPa3Mepbl AnYek vy
MaNlb4YMKOB, Ha/NM4Me/OTCYyTCTBME JIEMKEMMAOB HA KOXKE) M BbIABNEHWE BO3MOMHbLIX 04aros
NHDEKLMN.

MNepeyeHb UccneaoBaHUM

OcHoBHble (0ba3aTenbHble) auarHoctuyeckne obcnegoBaHWA, MPoBOAMMbIE Ha aMbynaToOpHOM
YypOBHe:

= 06OWMK aHaNM3 KpoBM (NoacyeT Nernkodopmyibl, TPOMOOLUMTOB B Ma3Ke);

" MMenorpamma.

[lononHuTenbHble AMarHocTUYeckne obcnenoBaHmA, NPOBOAMMbIE Ha aMbBy1laTOPHOM YPOBHE:

= 0OWMN aHaIN3 MOYU;

= KOary/norpamma;

= rpynna KpoBu K pe3yc GaKkTop;

" OMOXMMWYECKMIM aHann3 Kposu (obwmii 6enok, anbbymuH, obWMA BUanpybuH, npamom
OMNnpYyObmrH, KpeaTUHUH, MmodeBuHa, Af1aT, ACaT, ratoko3a, JIATI, CpeakTUBHbIM BenoK, LWeoYHan
docdoTaza);

= DA Ha MmapKepbl BUPYCHbIX FeNaTUTOB;

= DA Ha mapKkepbl BUY;
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= DA Ha mapKepbl BUPYCOB repnec-rpynnbl;

= JKT;

= V3l opraHoB OpOLWHOM MONOCTU (NeyeHb, CeneseHKa, NOAMKENYAOYHOW Kenesa, KeNYHbli
ny3blpb, TMMbaTUYECKME Y3/1bl, MOYKM), Y AeBOYEK - Ma/IOro Tasa;

" peHTreHorpadusa opraHoB rpyaHOM KNETKMN.

JTabopaTtopHble nccnepnosaHma gia sepuduKkaumm anmarH03a, OUeHKM NPOrHOCTUYECKUX paKTopoB U

06uwero cocTofAHUA NaumMeHTa, NPOBOAMMbIE Ha CTaLLMOHAPHOM YPOBHE:

= 0b6wmMin aHann3 Kposu (noacyet nenkohopmy/sibl, TPOMOBOLIMTOB B Ma3Ke);

" MWeNorpamma;

" IMTOXMMMYECKOE nccneaoBaHune 6aacTHbIX kKnetok (MO, ravkoreH, anbda-HI, cyaaH YepHbIi);

" YMMYHODEHOTUMMPOBAHNE  «MaHeNb A8 OCTPbIX  /JIEIKO30B»  METOAOM  MPOTOYHOM
uMTObNYOPUMETPUM;

= CTaHOAPTHOE LMTOTreHEeTUYeCKoe nccaegoBaHue;

= pccnenoBaHne metoaom FISH n monekynapHo-reHeTMYeckoe uccaefoBaHne;

= HLA-TMNMpoBaHue;

= 0OWMN aHaNM3 MoYK;

= rpynna KpoBwu 1 pesyc bakTop;

= Koarynorpamma;

= onpegeneHne aHTUTpPombuHa lll B maasme Kposu;

" KO/IMYeCTBEHHOe onpeaeneHne yposHa D - AMMepoB B Naa3Me KPOBU;

" OUOXMMMYECKMM aHanmM3 Kposu (Benok, anbbymnH, AflaT, ACaT, 6uAMpybMH, WEeno4YHas
¢docdaTasa, TTI, KpeaTUHUH, MOYEeBMHA, MOYeBaA KMCA0Ta, aneKkTpoauTbl, JIAT, ratoko3a, C-
PEaKTUBHbIN 6en0K, UMMYHOr106YAuH G, A, M);

= npoba Pebepra;

= VDA Ha MapKepbl BUPYCHbIX renaTtuTos,;

= DA Ha mapKepbl Ha BUY.

BepuduKkauma [AMarHosa MNpoOBOAMTCA C MOMOLLbIO  LUMTONOMMYECKOTO W LMTOXMMMYECKOro
nccnenoBaHMA MasKoB KOCTHOMO Mo3ra M nepudepuyeckolr KpoBWM, MHOTOLBETHOM MPOTOYHOM
UMTOMETPUM KNETOK KOCTHOTO MO3ra, UMTOTEHETUYECKOTO U MOIEKYNAPHO-TEHETUYECKOTO aHaAn3a
onyxonesbix AMMdobaacToB. JMarHOCTUYECKUIA Nepuos He A0MKEeH 3aHMMaTb bosee 2 cyToK (3a
MCKItOYEHNEM LIUTOrEHETUYECKOTO U MONEKYNAPHO-BMONOrMYECKOTO UCCAe0BAHMA).

Bcem naumeHTam miagwe 18 netr ¢ nogospeHnem Ha OJIJ1, a TaKKe BCeM MauUMeEHTam C
BepudunumpoBaHHbiM OJ1/1 Npy NepBUYHOM Npueme 1 Bo Bpems nposeaeHns XT pekomeHayeTca

5C BbinonHeHWe o06uWero (KAMHWMYeCKoro) aHanm3a KpoBWM Pa3BEPHYTOro C 0b6A3aTesbHbIM
anddepeHUMpoBaHHbIM NOACYETOM NIEMKOLMTOB (NerkounTapHaa dopmyna) ana sepmdmkaLmm
AMarHo3a , KOHTPOAA Tepanun 1 BbIPabOTKM TaKTUKM BeAEHMA NaumeHTa

[aHHble 0bLLEero aHaNM3a KPOBM MO3BONAIOT CYyANTb O BbIPaXKEHHOCTM TPOMBOUMTONEHUN U aHEMMMK,
M HeobXoAMMOCTM MNpPOBeJeHMA 3aMecTUTENbHOM TepanumM KOMMOHeHTamu Kposu. Obulee
KOZIMYECTBO IEMKOLIMTOB U Han4me BAaCTHbIX KNETOK B Nepudepmnyeckor KpoBKn A0 Havana Tepanmm
HeobxoaMMO ANA NOCNeAylollero CTagnMpoBaHWA, onpeaeneHua rpynnbl PUCKa M Ha3HaYeHuA
aAeKBaTHOM Tepanuu.

Bcem naumeHtam miagwe 18 netr ¢ nogospeHmem Ha OJ1J1 pekomeHayeTcA MosyvyeHue
5C uutonormyeckoro npenapata KM nyTem nyHKUMKM C  NOCAEAYOWMM  LUTONOTMYECKUM
nccnenosaHmem maska KM (mmenorpamma) ana sepudnkaumm amarHosa
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AwnarHo3 OJ1/1 cTaBuUTCA Ha OCHOBAHWM OOHAPYMKEHWs B MyHKTAaTe KOCTHOro mMosra bonee 25%
JIEMKEMUYECKUX KNETOK, /19 KOTOPbIX MOPPOAOTMYECKM N LUUMTOXMMMUYECKU [O0Ka3aH OAMH U3
BapuaHTOB AMMbounaHoON andpdepeHumpoBkM. KM acnnpupyetca n3 3—4 aHaTOMUYeCKMX Tovek. [na
NYHKLXM MCMOb3YIOTCA NepeaHMe 1 3agHne rpebHn Kpbl/ibeB NoaB3A0WHbIX KOCTEN.

Mopdonornyeckaa Knaccmdurauma OJ1T cornacHo rpynne PAB (PpaHko-Amepunko-bputaHckas
KoonepaTMBHaA rpynna) Ha OCHOBAHMUM Pa3MepoB, CTPOEHMA AZPA, HAIMYMA BKAOYEHUI U APYTMX
NpPW3HaKoB nogpasaenseT AmMmdobdnactsl Ha rpynnbl L1, L2 1 L3. B HacToswWee Bpema OCTPbIN N1eMKo3
Co 3penblM B—peHotnnom n L3-mopdonormein 6nacTHbIX KNETOK OTHOCKTCA K TPYMNMne HEXOAKKUHCKMX
MMOOM M ero AMarHoCTMKa M JedyeHWe O0MKHbl NPOBOAMTLCA COMAaCHO COOTBETCTBYHOULMM
KAMHMYECKMM PEKOMEHAALMAMM.

Bcem naumeHTam mnagwe 18 net ¢ nopospeHnem Ha OJ1/1 pekomeHayeTcs nosayyYeHue
5C uuTonormyeckoro npenapata KM nyTtem nNyHKUMWM C  NOCAEAYIOWMM  LIUMTONOTMYECKMM
nccnenosaHvem maska KM (Mmenorpamma) ana sepuounkaLmMm amarHo3a

LInToxmmunueckoe nccaiefoBaHne OMyXONeBbIX KNETOK ABASETCA BaXKHbIM A1a AnddepeHLmansHOM
ANArHOCTUKM C APYrMMK BapuaHTamu nerikemun. Mpu OJ1/1 B H1ACTHbIX KAeTKax OTCYTCTBYET
aKTUBHOCTb MMENIONEPOKCMAa3bl U HeCNeLMMUYECKOM 3CTepasbl Kak KIYEBbIX MAaPKEPOB HeNMMpOn
[OHbIX KNETOK-NpeAlwecTBeHHMKOB. [103TOMYy NpoBeAeHWe 3TUX ABYX LUTOXMMUYECKUX peaKkumin —
peakUMM Ha MMENONEepoKCUAasy W peakuum Ha HecneuudUYeckylo 3cTepasy ABAAeTcA
0bA3aTeIbHbIM.

Bcem naumeHtam mnagwe 18 net ¢ nopospeHnem Ha OJ1/1 pekomeHayeTcs nposeaeHue
MMMYHODEHOTUNNPOBAHMA FEMOMO3TUYECKMX KNETOK-NpealecTseHHuL B KM ana sBepudukaumm
[VarHo3a, onpeaeneHns  JMHEMHOM  MPUHAANENKHOCTM  ONACTHbIX — KAETOK,  rpynmbl
MPOrHOCTMYECKOro PUCKA U TaKTUKM Tepanum

5C

MynbTunapameTpuyeckana nNpoTodHaA LUTOMETpUA, NPOBOAMMAA C LeNblo TOYHOro onpeneneHuns
MMMYHODEHOTMNA NEMKEMMYECKOTO K/IOHA, 3aHMMAEeT LeHTpalbHOoe MecTo B AumarHocTtuke OJ11,
nossonseT nposectn anddepeHumanbHyto anarHocTuky ¢ OMJT u MPAL, ABNASCb OYEHb BaXKHbIM U
0b6A3aTeNIbHbIM METOAOM ANA AMArHOCTUKKM pPa3anyHbix BapuaHtos OJ1/1, ana cTtpaTuduKaumm Ha
rpynnbl pUcka u 4na nocneayouwero onpegenexHma MOB.

B HacToAwee Bpems 414 MMMYyHOMOrMYeckon KnaccuoduKkaumm OJ1JT MCnonb3yroTca CcUcTema
EBponenckoi rpynnbl MO MMMYHO/NIOTMYECKOW XapaKTepucTuke nelko3oB (European Group of
Immunological Markers for Leukemias, EGIL) c yueTom nosaHee BHECEHHbIX M3MEHEHWNI, a TaKkKe
knaccndurauma BO3. Cpeam Kak B-, Taku T-anHenHbix OJ1/1 BblAENAOT HECKO/IbKO BapWaHTOB,
OT/IMYAIOLLIMXCA CTEMEHbIO «3PENoCTU» onyxonesblx KneTok (BI-BIV u TI-TIV), a Takke oTAeNbHYO
rpynny OJ1/1 3 paHHUX T-IMHEeHbIX npeaLectseHHmMKos (ETP-O/11)

Peakme cnydam BIM-O/1/T ¢ NOBEPXHOCTHOM 3KCMpPeccUer TaXenblX W/Man  Nérkux uenem
MMMYHOTN00YAMHA HA MOBEPXHOCTU OMYyXONEBbIX KAETOK He WMeKT APYyrMxX MpPU3HAKoB
nmmédombl/nelkosa bépkutta (Mmopdonorns L3 no knaccuoukaumm GAB, nepectpolikm reHa MYC,
BbICOKas CKOPOCTb Nponndepaumm). Takne cnydam GopmanbHO OTHOCAT K BIV-MMMyHOBapuaHTy, HO
BK/tOYatoT B obllenpuHaToe nedeHme OJ1/1. MNaHenb aHTMreHoB ans amarHoctuku T-OJ1J1 gonxHa
obs3aTenbHo BKAtoYaTb CD1a 1 T-kneTouHble peuentopbl (TCR).
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NmmyHodeHoTMNnYecKan knaccnodmkauma OJ11 no EGIL, 1995 ¢ yyeTom no3aHee BHECEHHbIX
N3MEHEHU M

B-nnHeiHble OJ11
CD19* u/unn CD79a* n/unmn CD22cyt™ n HecooTseTcTBUE KpUTepuam T-OJ1/1, OMJ1, MPAL

Bl (Mpo-B-O1/1) CD10%ilg g
BIl («Common»-0O/1/1) CD10%lg g
BIIl (Mpe-B-0/1/1) ilg*lg
BIV (B-OJ1/1) lg*

T-nuHeitHble ONN

iCD3* n HecooTBeTCcTBME KpnTepmnam MPAL

TI (Mpo-T-011) CD2- CD5  CDla” CD3 TCR™

TII (Mpe-T-ON1N) CD1a, CD2* u/vnmn CD5* n/mnun CD8*
TII (KopTnkanbHbii T-OJ11) CD1a*

TIV (3pensiit T-O/1/1) CD3**, CD1a-TCR*~

[MpumeyaHue: i — BHyTPUKAETOUYHAA IKCMPeccns mapkepa

Bcem naumeHTam maagwe 18 net ¢ nogospeHnem Ha OJ1/1 pekomeHayeTca npoBefeHune
LMTOreHeTMYecKoro nccnenoBaHma (KapnmoTmn) 1 MONEKYASPHO-TEHETUYECKOTO MCCAeA0BaHNS
(FISH-meTon) Ha oaHy napy Xxpomocom acnupata KM ¢ uesnblo BepupuKaumm AmarHosa,
onpeaeneHna rpynnbl NPOrHOCTUYECKOTO PUCKA U TaKTUKK Tepanmm

5C

LinToreHeTMyeckoe nccnenoBaHme NeMKEMUYECKMX KNETOK A0KHO 006A3aTeNbHO BKAOYATL B cebn
KapMOTUNMpPOBaHME, MccaenoBaHMe mMeToaoM bayopecueHTHoW in situ rmbpuamsaumm (FISH) u
OT-TMLLP ana BbIABNEHNA BCETO CMEKTPA XapaKTepHbIX MepecTpoekK.

B HacToAlWee Bpema crefytolime TPaHCAOKaUMM OAHO3HAYHO MMEIOT KAMHWYECKOe 3HayeHue —
t(9;22)(g34;911)/BCR-ABL1; t(4;11) (921;923) /KMT2A-AFF1 wn t(12;21)(p13;922)/ETV6-RUNXI,
BbICOKAA rMNepAMnaonams, TUMNONAOUAHbIA  KAapUOTUM, BHYTPMXPOMOCOMHAA amnaMduKauma
xpomocombl 21 (iAMP21). OaHako B nocnegHem nepecmoTpe Knaccudukaumm BO3 Bblaenaetca
9 umToreHeTnyeckux nogrpynn npu Bl - OJI/1, umerowmx onpeneseHHoe NPOTrHOCT MYecKkoe
3HaueHue.

YyntbiBan BblaeneHme BCR-ABL1-noao6Hbix OJ1/1 B 0TAENbHYO NoArpynny, TPebyoLLyto B HEKOTOPbIX
CNy4aax OTAENbHbIX TepaneBTUYECKUX OMNUMM, KpalHe XKenaTenbHO WMHWUMANbHOe onpeaeneHune
nepectpoek reHos CRLF2, ABL1, ABL2, JAK2, EPOR, PDGFRB v apyrux, a Takxe BblaesieHMe rpynmbl
Tak HasblBaembix |KZF1-natoc neikosos (geneums reHa IKZF1 B coveTaHun c geneumeinn CDKN2A,
CDKN2B, PAX5 nnun PAR1 B oTcyTcTBME Aeneumnn reHa ERG).

OnpeaeneHne  APYrMX — HeC/Ny4alHbIX  MepecTpoeKk  KenaTesbHO  (0cOBEHHO B pamKax
MYJbTULEHTPOBbIX KAMHUYECKMX MCCAeA0BAHMIA), OAHAKO MX KAMHUYECKOE 3HaYeHne ANA NPUHATUSA
TepaneBTUYECKMX PELEHNN OCTAETCA HEACHbIM.

Bcem naumeHTam maagwe 18 netr ¢ nogo3peHmem Ha OJ1f1, a TakKe BCeM MauUMeHTam C
BepuduLmpoBaHHbimM OJ1/1 Npy NnepBMYHOM NPUEME M BO BpemMa nposedeHuna XT peKomeHayeTcs

5C BbINONHEHME KOarynorpammbl (OPUMEHTMPOBOYHOE WMCCAEAOBaHME CUMCTEMbI remocTasa) ANA
AMarHocTMKn/onpeneneHms BEPOATHOCTH pPa3BUTUA TAXEbIX remopparmyeckmnx/
TPOMOOTUYECKNX OCNIOKHEHM
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Pa3/inyHble pacCTpOMCTBa remocTasa (Kak TPOMOO3bl, Tak U KPOBOTEUYEHMSA) ABAAIOTCA A0CTAaTOUYHO
4acCTbIM OC/IOXHEHWEM B npouecce nedeHna OJ1/1. 3T0 CBA3aHO Kak C OCOOEHHOCTAMM Camoro
3aboneBaHMA, Tak U C MPUMEHAEMbIMW  XMmMonpenapatamu. [loaTomy uUccnesoBaHue

KOarynorpammsbl 40 Ha4daslia L1 B npouecce Tepannm ABIAETCA HeO6XO,D,l/IN\bIN\.

5C

Bcem nauueHtTam monoxe 18 net ¢ nogospeHnem Ha OJ1/1, a TakKe BCemM NauueHTam C
BepmonumpoBarHHbiM OJ1/1 B AMarHOCTUYECKMIA Nepuoa, 1 B NpoLiecce Tepanun pekomeHayeTca
npoBeaeHMe CMUMHHOMO3rOBOM NYHKLMMU C 06A3aTeIbHbIM NOCAEAYIOLLMM UCCeA0BaHNE YPOBHS
6enka B CNMHHOMO3rOBOM KMAKOCTU, MCCNEAO0BAHME YPOBHA TMOKO3bl B CMMHHOMO3rOBOM
MUOKOCTU, MUKPOCKOMUYECKMM WUCCNeA0BaHMEM CMUHHOMO3IOBOM KUAKOCTU, MOACHETOM
KNETOK B CYETHOM Kamepe (onpeaeneHne umMTo3a) U LMTONOrMYECKMM UCCNeA0BaHNEM KNETOK
CMMHHOMO3rOBOW KUAKOCTU AN19 NOATBEPMKAEHMA/UCKAOYeHUs nopaskeHuns LUIHC, onpeaenerHna

rpynnbl NPOrHOCTUYECKOIro PUCKa U BbI60pa TAKTUKUN TEPANnn

MccnepoBaHme NMKBopa 0653aTelbHO ANA NOATBEPHKAEHMA/UCKAOUEHMA AMarHo3a nopaxkexHma LIHC
(HeponenkeMmn), 4To HeobXoAMMO ANA TOYHOrO OMpefesieHuUs TPyMnbl PUCKa U Ha3HaYeHUs
afeKBaTHOM Tepanuu. B pesynbTaTe aHaM3a AMKBOPA BO3MOKHbI CAeaytoline BapuaHTbl:
=  CNS1 — nyHKUMA He TpaBMaTu4Haa (<10 3pUTPOLIUTOB/MKA), OTCYTCTBME NENKEMUYECKNX
KNETOK.
= CNS2 — nyHKUMA He TpaBmaTuyHa, <10 NeMKOUMTOB/MK/A, BO3MOMHO Haau4yme
NeiKeMMYEeCKMX KNETOK.
= CNS3 — nyHKUMA He TpaBMaTMiHa, =10 NenKoUMTOB/MKA, HaANYME NEMKEMUYECKMX KNETOK
nocne UMTOLEHTPUDYTMPOBaAHMA.
=  TLP+—TpaBmaTU4HaA NyHKLMA C MPUMECHIO TEMKEMUYECKUX KNETOK.
= TLP-—TpaBmaTU4Has NyHKLMA, OTCYTCTBME NMPUMECK NENKEMMNYECKMX KNETOK.

[OnarHoctnyeckaa ntombanbHaa MyHKUMA A0NXKHA NPOBOAMTHCA TONbKO OMbITHbIM BPa4YoM MO,
oblLLel aHecTe3mel C UeNbio CHUKEHMA PUCKA TPAaBMATUUYHOCTU M MEXAaHMYECKOro 3aHoca 61acTHbIX
KNeTok nepudpepunyeckon Kposu B LIHC. ToyHasi AMarHOCTMKA WMHMUMaNbHOTO nopaxenuns LIHC
BO3MOKHa TO/IbKO MNyTEM MPUTOTOBNEHNA LiMTONpenapaTa NepBMYHOro IMKBOPa Ha UMToLLEeHTpUbyre.
OcefaHMe KNeTOK /IMKBOPA Ha CTEK/J0 eCTeCTBEHHbIM NyTém TpebyeT Oobllie BPEMEHU, YTO
HemnsbeHO npMBOAMT K JedbopmMalmy KAETOK, MNosBAeHMIO apTedaKToB M HenpasWIbHOM
MHTEepnpeTaUMn AaHHbIX.

MpoBeaeHne neyedbHbIx NOMDBANbHbBIX MYHKUMIA C MHTPaTeKalbHbIM BBEAEHWEM XMMUOMPENapaTos
ABnAeTcA 06A3aTeNbHbIM KOMNOHEHTOM B edeHmm OJ1/1. JInksop 06A3aTeNbHO MCCAeayeTCA Kaxabli
pa3 Npu nposeaeHUM NtoMOBaNbHON NYHKLMN.

5C

Bcem naumeHTam maagwe 18 et ¢ nogospeHnem Ha OJ1JI, a TaKXKe BCem naumeHTam C
BepudunumpoBaHHbim OJ1/1 npy NepBUYHOM NPpUEME U BO Bpems nposBeaeHna XT, pekomeHayeTcs
BbINOJIHEHME aHaM3a KPOBM BUOXMMMYECKOTO 0OLLLETEPANEBTUYECKOTO (MOYEBMHA, KPEATUHWH,
obwmn 6enok, 6u nMpybuH, raokosa, JIAI, ammnasa, anaHMHamuHoTpaHcdepasa (AT),
acnaptatamumHoTpaHchepasza  (ACT), HaTpui,  Kanui,  KanbUMi) A8 YTOYHEHMA
PacnpocTpaHeHHOCTN 3ab60neBaHMA M OLLEHKM COCTOAHWMA MalMeHTa, B TOM YMCae OTAE/bHbIX
OPraHoB M CUCTEM

BMOXMMMUYECKMIA aHaNM3 KPOBK AaeT HeEOBX0AMMYO MHDOPMALLMIO O COCTOAHMM PA3IMYHbIX OPraHoB
M CUCTEM, YTO UTPAET KAOYEBYIO PO/b B NPeaynpexAeHUN Pa3BUTUA TOKCUYECKUX OCNOXHEHUI U

onpeaeneHnmn «noTeHUMabHOM NePEHOCUMOCTUY XMMMOTEPATUN.
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5C

Bcem naumeHTam maagwe 18 net ¢ noaospeHnem Ha OJI/1, a TakXKe BCem naumeHtTam C
BepuduumpoBaHHbim OJ1/1 pekomeHayeTca onpeaesieHMe OCHOBHbIX FPYMM KPOBM MO cUCTEME
ABO, onpeaeneHue aHtureHa D cuctembl Pesyc (pesyc-dpaktop), onpeaeneqHne GeHoTnna no
aHtureHam C, ¢, E, e, Cw, K, k n onpeaeneHne aHTUIPUTPOLIMTAPHbLIX AaHTUTEN C LEAbIO
NpoBeAeHNA 3aMECTUTE/IbHOM TEPanMM KOMMOHEHTAMM KPOBU

YunTbiBas HEOHXOAMMOCTb TPaHCHY3MM KOMMOHEHTOB KPOBW B TeYeHue nepuoaa Je4YeHusa BCEM

naumMeHTam HeobxoAMMo onpeaeneHme rpynmnbl KPoBM 1 pesyc-dakTopa.

NabopaTtopHble uccnenoBaHus

5C

Bcem naumeHtam maaguwe 18 net ¢ OJ1/1 pekomeHayeTcs Ha aTane UHAyKUuK (Ha 15-11 aeHb
TepanumM M Mo OKOHYaHWUM WMHAYKUMW) MOSAyYeHWe LMTOoIornYeckoro npenapata KM nytem
NYHKLUWM C NOCAeayoWMM LUUTONOMMYECKUM UccaeJoBaHnem maska KM (muenorpamma) ans
BepuUPUKaLMM CTaTyca MauMeHTa no 3abosieBaHUIO (pemuccusi, Pe3nCcTeHTHOCTb) M Bblbopa
TaKTUKW AaNIbHENLLEN TEpANMN

OueHKa paHHEero oTeeTa Ha Tepanuio ABAAETCA KA0YeBbIM MOMEHTOM fiedeHunm OJ1/1. MAoxXol paHHKiA
OTBET Ha Tepanuio ABaAeTcs GaKTopoM HebaronpuATHOro NPorHosa u TpebyeT B psaae ciydaes
MoandUKaumm Tepanuu. MaumneHTbl, He AOCTUTLLNE PEMUCCUMM NO OKOHYAHUM UHAYKUMOHHOM dasbl,

nepesBoaATcAa B rpynny BbICOKOIo pnCKa.

5C

Bcem naupeHTam maague 18 net c OJ1/1 pekomeHayeTca Ha 8- AeHb MHAYKLUMOHHOM Tepanunm
BbINO/IHEHME 06Llero (KAMHWYECKOro) aHanM3a KpoBWM pPas3BepHYTOro C 0b6A3aTesibHbIM
anbdepeHUMpPoBaHHbIM MOACYETOM NEeMKOUMTOB (NenKkoumuTapHas ¢opmyna) A8 OLLEHKM
paHHero oTBeTa Ha Tepanuio (peayKumns/nepcucTMpoBaHmne 61acTHbIX KNETOK B nepudepryeckoin
KpOBW) 1 BbIDOpa TAKTUKM AasibHENLIEeN Tepanum

OueHKa paHHero oTBeTa Ha Tepanuio ABASETCS KNoYeBbIM MOMEHTOM B iedeHnn OJ1/1. MNaoxoi oTBeT
Ha cTepouaHyto «bop-dasy» asnaeTcs GakTopom HebnaronpuaTHOro NPorHosa u TpebyeT B paae
cnyyaes (B 3aBMCMMOCTM OT MPOTOKOAA Tepanum 1 BapnaHTa 1eMkemmn) moamdmnkaLmm Tepanmm.

5C

Bcem naupeHtam mnagwe 18 net ¢ Ph-nosutmeHbimM OJ1/1 pekomeHayeTcs onpeneneHune
akcnpeccnn MPHK BCR-ABLp210 (KonnyectBeHHoe) n onpeaeneHune akcrnpeccun MPHK BCR-
ABLp190 (KonnuyecTBeHHOe) B AMHaMMKe (Nepen, HayaoM KaxKaoro atana Tepanun 1 1 pa3 8 3
Mecslla Ha 23Tane noAAep:KMBatoLWEeNn Tepanum M MNocae ee OKOHYaHMA) ANA KOHTPOAA

3G GEKTUBHOCTU M BbIODOPA TaKTUKM Aa/ibHENLEN Tepanum

MOHWUTOPWHT TUTPa TpaHckpunTa BCR-ABL y naupeHToB ¢ Ph-no3ntreHbiM OJ1/1 ABAAETCA KNHOYEBbBIM
YCNOBMEM JIeYEHUA TaKMX MaALMEHTOB, MOCKO/bKY Clyvae HeAOCTUNKEeHWUA/NOoTepn MONERYN[PHON
pemuccum TpebyeTca yseanyeHne Ao3bl/cMeHa MHIMBUTOPa TMPO3UHKMHA3 (UTK).

MoHuTopuHr MOB

B HacToAllee Bpemsa CTaHAAPTOM MOHUTOPMHra addeKTmBHoCTU neverHms OJ1/T cTan MOHUTOPUHT
OCTaTO4YHOM OMyx0neBOM nonyaaummn Knetok (MOB) ¢ NOMOLLbIO MPOTOYHOW LMTOMETPUM U/Unu
MOIERYNAPHO-OMONOTNYECKNX MeTO/0B. YKasaHHble MeTOAbl obnagatot BbICOKOM
YyBCTBMTENLHOCTbIO (0OHapy»uBaetca 1 fnerkemmyeckaa Knetka Ha 10/4—6 HoOpMasbHbIX
reMOno3TUYECKMX KNETOK) M C MX MOMOLWbIO MOXKHO OTCAEXMBATb B AMHAMWKe Cyabby
nerkemmyeckoro knoHa. CoxpaHenne MOB nocne uMTOCTaTMYECKOro BO3AEMCTBMA ABNAAETCA CaMblM
MOLLHbBIM MPOTrHOCTMYECKMM GaKTOpoMm y naumeHTos ¢ OJ1/1, CBMAETENBCTBYIOWMM O HeOBX0AMMOCTH
N3MEHEHWNA TepaneBTUYECKOM TaKTUKW.
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Toukm wumccnepgoBaHma MOB, onpegenatowmMe MNPOrHO3, OTAMYAKOTCA KaK B Pa3/IMYHbIX
TepaneBTUYECKMX MPOTOKONAX, TaK U ANA pPasHblX MeToaoB. bonee Toro, B HacTosAllee Bpems BO
MHOTUX C/Y4aAX MCNONb3YHOTCA MPOTOKO/bI, HE NpeaycMaTpMBaloLLMe NMPUMEHeHMe pe3ynbTaToB
onpeaenenHna MOB ans ctpatudurKaum 1M Ha rpynnbl PUCKa y BCeX NaLMEHTOB.

MosToMy B HACTOAWMM MOMEHT pPEKOMeHA0BaTb MOHMTOpMHT MOB Bcem naupeHTam c
O/1InpeacTtasnaetca npexaespemeHHoim. O4HAKO NpU BBEAEHUN B TEPANEBTUYECKME NPOTOKO/bI
MOHMNTOPUHI MOB MOKET MCM0/1b30BaTHCA KaK OAMH M3 OCHOBHbIX CTPATUOULMPYIOLLMX NapaMeTpOoB.
Kpome TOro, M B HacToAlee BpPemMs MauMeHTaM T[pynnbl BbICOKOTO pPUCKa MOHMTOpMHT MOB
abcontoTHO HeobxoaMM ANA peleHMA Bompoca O LenecoobpasHOCTM M CPoKax MNpoBeAeHUA
TPaHCNAAHTAUMWN TEMOMO3TUYECKMX CTBOIOBLIX KaeTok (TICK), Tak Kak HeobxoAMMbIM YCI0BUEM
ycnewHon TICK sasnAaetca Hanmume MObB-HeraTMBHOM pemuccun nepes TpaHChAaHTauMen.
Ob6Aa3aTeNibHbIM YCNIOBMEM MCMNONb30BaHMA pe3ynbTaToB onpeaeneHns MOB ana sbibopa TakTUKM
NeyeHna ABNAETCA BbINOJHEHWE WCCNeAoBaHMA B OAHOWM W3  nabopaTopuit, ABAAOLENCA
pedepeHCHON ANA KOHKPETHOro TepaneBTUYECKOro NPOTOKoa.

Bcem naumeHtam maagwe 18 net ¢ nepsuyHo-pedpaktepHsim OJ1/1 rpynnbl BbICOKOrO PUCKa
peKomeHayeTcs MOHUTOpUHT MOB (MMMyHObEHOTMNMpPOBaHMEe BWONOrMYeckoro matepuana
nNs BbiABAeHUA mapkepoB MOB npu remobnacrosax) nocsie Kaxaoro atana Tepanuu Ans
pelleHns Bonpoca 1 LenecoobpasHocTM 1 cpokax nposeaeHns TICK

2B

MaumeHTaM rpynmnbl BbICOKOrO pUCKa MOHUTOPUHT MOB abcontoTHO HeobxoaMM ANA pelleHuA
BOMpoca O LenecoobpasHocTM n cpokax nposeaeHuns TICK, Tak Kak HeEOOBXOAMMbIM YC/NOBMEM
ycnewHon TICK saBnsetca Hanmume MOB-HeraTMBHOM pemuccum nepepn TpaHcnaaHTaumen. Ana
NPUHATUA TepaneBTUYECKUX peLleHUt HeobXoaMMO NONb30BaThCA OAHMM M TEM Ke METOAOM ANA
MOHMTOpMHra MOB Ha NPOTAXKEHWUM Tepanum M BbINOAHATbL MCCNEA0BaHMA B OAHOM M TOM Ke
nabopaTtopun. AHanns MOB BbinoHAETCA B 06pasuax KM.

MoHuTopnHr MOB (MMMyHObEHOTMNMPOBaHNE BUMONOrMYECKOro MaTepuana ANA BblsBAEHMA
Mapkepos MOB npu remobnactosax) pexkomeHayeTca nauyeHTam maagwe 18 net ¢ O/,
nonyyalowmm nevyeHme no NpoToKoaaM, NPeayCcMaTpPMBaOLWMM CTPAaTUGUKALIMIO NALMEHTOB B
3aBMCMMOCTM OT BenYMHbl MOB, Ans KOHTPoA 3GGEKTUBHOCTU U BbIDOPA TaKTUKM Tepanum

2B

O6Hapy:keHne MOB nocne LMTOCTAaTUYECKOTO BO3AENCTBUA ABAAETCA MOLLHBIM MPOrHOCTUYECKMM
dakTopom y naumeHtos ¢ OJ1/], NO3TOMY OH MCMOAb3YeTCA B HEKOTOPbLIX CyWECTBYHOLWMX Ha
ceroAHAWHMIM aeHb npoTokonax Tepanuu OJI/1 B KayecTBe cTpatuduumpytoulero daktopa. B
3aBMCMMOCTU OT BeAnUYMHbI MOB B onpeseneHHble KOHKPETHbIM MPOTOKO/IOM KOHTPO/IbHbIE TOUYKM
MEeHAeTCs TepaneBTMYecKas TaKTMKa. Touykm wuccnegosBaHua MOB, onpegensatouiMe MNporHos,
OT/IMYAIOTCA B PA3/IM YHbIX TepaneBTUYECKMX MpoToKonax. He pekomeHayetca nameperHne MOB
naumMeHTam BHE KOHTPO/IbHbIX TOYEK MCMO/b3yeMOro NPOTOKOAa.

[na NpUHATMA TepaneBTUYECKMX pelleHnit HeobX0AMMO NO/b30BATLCA OAHUM U TEM Ke METOA0M
Ans MoHuTopuHra MOB Ha NPOTAXEeHUM Tepanuu 1 BbINONHATb UCCNEeA0BAHMA B OHOM M TOK Ke
nabopatopun. AHanm3 MOB BbinonHAeTcA B ob6pasuax KM.

MHCTpyMeHTaIbHble UCCNe0BaHMSA

= Y3l opraHoB O6PIOLIHOM NOAOCTU U CENE3EHKM: YBENNYEHME PA3MEPOB NEYEHMN, CENNEIEHKM.
= Y3/ nepudepnyecnx n BHyTPUOPIOLWHBbIX AMMDOY3N0B — YBESIMYEHME PA3MEPOB M U3IMEHEHUE
CTPYKTYPbI AIMMPOY310B.
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= KT rpygHoro cermeHTa: MHOUAbTPATUBHbBIE U3MEHEHMA JIETOYHOM TKAHW, YBEIMYEHME Pa3MepPoB
BHYTPUIPYAHbIX IMMOY3/10B, OPraHoB CPeJOCTEHMA.

= 3KI: HapyleHne NPpoBOANMOCTM MMMY/bCOB B CEPAEUYHOM MbILILE.

= SxoKI: Nnpu3HaKkM cepaevyHon HeJocTaTodHoCTH (PB).

Bcem naumeHTam monoxke 18 net c nogospeHvem Ha OJ1/1, a TaKKe BCEM MNaUMEHTaM C
BepudmumMpoBaHHbiM  OJI/1 B AMArHOCTMYECKMIA MNEepuoa  PEeKOMeHAyeTca npoBeaeHue
NpPULUENbHON peHTreHorpadumn OpraHoB rpyaHON KAETKM B MPAMOI 1 NpaBoi BOKOBOM NpoeKLmMn
[N NOATBEPSKAEHUA/UCKNOUEHNA MOPaXKeHUA CPeAoCTeEHMA M BbiIBOpa TaKTUKM Tepanum

5C

[narHo3 onyxoneBoi Maccbl B NepeaHeM CPeA0CTEHUN CTaBUTCS NO NPAMOMY M NPaBoMy HOKOBOMY
PEHTFEHOBCKMM CHUMKaM FpyAHOM KAeTKM. B cayyae ee BbiSBAEHWUS NMOKAa3aHO TakyKe nposeaeHme
KOMMbIOTEPHOM TOMOTrpadumM OpraHoB rpyaHOM NOAOCTU C OLEHKOM TOYHbIX Pa3MepOoB OMNyXoaeBom
Macchbl. [TpAMON 1 NpaBbli DOKOBOW PEHTTEHOBCKNE CHUMKU TPYAHOM KAETKM A0JIXHbI ObITb CAEMaHbI
OZIHOBPEMEHHO M [10 Hayala NevyeHuns.

MNaumeHTam monoxe 18 net ¢ OJ1/1 B c/iy4ae BbIABAEHMS OMNyXONEBOM MacChl B nepeaHem
CPeAOCTeHUM MO AaHHbIM peHTreHorpadum pPeKkomeHOyeTca MnpoBeAeHMe KOMMbIOTEPHOM

5C Tomorpadum (KT) opraHoB rpyaHOM MOMOCTU O/19 OLEHKM TOYHbIX PasMepoB OMyXo/eBoro
NOpa*keHMs W nocaeayloliee KOHTPONbHOE WCCAeAOoBaHMe MO OKOHYaHWUWM MHAYKLUMOHHOM
Tepanuu ANs OLLEHKM OCTaTOYHOro 06bema Onyxoan M BbipaboTKM TaKTUKKM Tepanmm

B cnyyae BbISBNIEHMA MNOPAXKEHMA CPeAoCTeHMA MO [AaHHbIM  peHTreHorpadumnm Heobxoammo
Mcnonb3oBaHue 6osiee TOYHbIX METOA0B BM3yaM3allMM C OLEHKOM TOYHbIX Pa3MepoB OMyxo/seBoW
Maccbl. 9TO HEOOXOAMMO B Aa/ibHeMLLEeM AN OLEeHKN 3GGEeKTUBHOCTN Tepanmnmn, KOHCTaTaumMmn cTatyca
PEMUCCMU UK NOATBEPKAEHUA HEODOXOANMMOCTU U3MEHEHWNS TEPATNN.

Bcem naumeHTam monoxke 18 net c noaospeHvem Ha OJ1/1, a TaKKe BCEeM MauMeHTam C
BepudmumpoBaHHbiM O/ B AMArHOCTMYECKMIA Nepuojs  pPeKomeHayeTca npoBeaeHue
y/bTpa3ByKoBoe wuccaegoBaHne (Y3M) opraHoB OploWHOM MNOAOCTU (KOMMaekcHoe), Y3U
3a0pIOLWMHHOTO MpPOCTpaHcTBa M Y3M opraHoB Manoro Ta3a (KOMMAEKCHoe) AN YTOYHeHMA
PacnpOCTPaHEHHOCTM 3ab0NeBaHUA U OLEHKM COCTOAHMA MalMeHTa, BTOM YMCie OTAE/bHbIX
OpraHoB U1 CUCTEM

5C

MposeaeHune Y3N HeobX0AMMO ANS OLEHKM HAaMUMA MOPAXKEHUA U PA3MEPOB UHPUALTPUPOBAHHbIX
NapeHXMMaTO3HbIX OPraHoOB M AMMPAT MYECKMX Y3108 DPIOLIHOM NONOCTU, SUYEK, OPraHOB Manoro
Ta3a, a TaKXKe BbIABNEHMA CONYTCTBYIOLLEN NATONOMMM.

buoncma Anyka He pekomeHayeTcAa NauneHTam moaoxe 18 net c nogo3peHmnem Ha OJ1/1, a Takke
naumeHTam ¢ BepudbunumpoBaHHbim OJ11

AnarHo3 MHMLMANbHOro NopaXKeHMa ANYeK YyCTaHaBAMBAETCA Ha OCHOBAHWM KAMHNYECKMX AaHHbIX U
Y3W. bruoncma Aanvka npm No403peHnn Ha MHULMANBbHOE NOopaXKeHWe He NMokasaHa. MHuunanbHoe
noparkeHne AMYEK He BAMAET Ha cTpaTudUKaumio M BblIOOp Tepanuu; OAHOCTOPOHHAS WAU
ABYXCTOPOHHAA OPXMIKTOMMA He NpeayCMOTPeHa.

Bcem naumeHTam monoxe 18 net ¢ nopospeHnem Ha OJ1/1, a TaKKe BCeM MauMeHTam C
BepuduumpoBaHHbim OJ1/1 B AMArHOCTMYECKUIM MNepuod pekomeHayeTca nposeaeHue KT
roN0BHOro mo3sra uam MPT ronoBHOro Mo3ra As UCKAoYEeHUA/NoATBEPHKAEHNSA MHUUMANBHOTO
nopaxkenma LLIHC

5C
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Bcem naumeHTtam monoxe 18 net ¢ nopospeHnem Ha OJ1/], a TaKXKe BCEM MaUMEHTaAM C
BepuduumpoBaHHbim OJ1/1 B AMArHOCTUYECKUI MEPUOL 1N B MPOLIECCE TEPANUN PEKOMEHIYETCS

5C peructpaums 2/EKTPOKapAMOrpamMmbl M pacluMdpoBKa, OMUCAHWE W UMHTEpnpeTauma
SNeKTpoKapaMorpadmuUecknx JaHHbiX U 3axokapauorpadum  (Ixo-KIN) ona  BbisBAeHMA
COMYTCTBYOLLEN MATONOTMM M BO3SMOMKHbIX KAPANONOTMYECKMX OCOKHEHN.

YunTbIiBaA KapAMOTOKCMUYHOCTb NPEnapaToB rpynnbl aHTPALUWKANHOB, MCNOb3yeMblXx B Tepanum OJ1/1,
KaXKAblM pa3 nepes nx BBeAeHMEM BCEM NaLlMEHTaM peKoMeHayeTca nposeaeHne KT, Ixo-KT.

LlononHuTenbHble AMarHOCTUYeCKne UCcienoBaHmA

MokasaHUA gns KOHCYAbTaLMN Y3KUX CNeunanmncTos:

" Bpay MO PEHTreH3HAO0BACKYAPHON AMArHOCTMKE W JIEYEHWUIO — YCTAHOBKA LIEHTPaA/IbHOro
BEHO3HOTO KaTeTepa M3 nepudepuyeckoro goctyna (PICC);

= renaTosior — A8 AMAarHOCTUKU U IeYeHUs BUPYCHOIO renaTuTa;

" [MHEeKonor — 6epemMeHHOCTb, MEeTPopparvmM, MeHopparvm, KOHCYAbTauMAa Npu HasHa4YeHUU
KOMOWHMPOBAHHbIX 0Pa/IbHbIX KOHTPALLENTUBOB;

" 1epMaTOBEHEPO/IOT — KOMXKHbI CUHAPOM;

" NHOEKUMOHUCT — N0A03PEHNE HA BUPYCHbIE MHDEKLNK;

"  KapAMonor — HekoHTpoampyemasa Al, XpOHWYecKaa cepAeyHana HeaoCTaTOMHOCTb, HapyLEeHWUs
cepAeyHoro puTmMa 1 NpoBOANMOCTH;

"  HeBpOMaToONOr OCTPOe HapylWeHWe MO3roBOro KpPOBOOOPALWEHWUA, MEHWHIUT, 3HUe)anuT,
HelponenKkos,;

" HEeNpOXMPYpPr — OCTPOE HapyLLeHMe MO3roBOro KPOBOOOPAaLLEHMA, ANCIOKALUMOHHBIN CUHAPOM;

=  Hedposor (apPepeHToNor) — noyeyHas HeJoCTaTOYHOCTb;

" OHKOJOr — NOA03PEHME Ha CONNHbIE OMYXON;

"  OTOPWMHOMAPWHIONOr — ANA [AMArHOCTUKM W JIBYEHWS  BOCMNAZIMTENbHbIX 3aboneBaHui
NPUAATOYHbIX Na3yx HOCa M CPeIHero yxa;

=  0ohTaNIbMOJIOT — HAaPYLIEHWNS 3PEHMA, BOCNANMTebHble 3a60NeBaHNA r1a3a U NPUAATKOB;

"  [POKTOJIOr — aHa/ibHaA TPeLLMHa, NapPanpPoKTHT,;

" MICUXMATP — NCUXO3bI;

" [ICMXONIOT — AEeNpPeccus, aHopeKCns 1 T.n.;

" PEeaHMMAaTO/IOr — IeYeHme TAKENOro Cencmca, CeNTUYECKOro LLOKa, CUHAPOMA OCTPOro 1IEerO4YHOro
NoBpeXAeHUA Npu cuHApPoMe ANDPEepeHLMPOBKM U TEPMUHANbHbLIX COCTOSAHMIA, YCTaHOBKA
LEeHTPa/IbHbIX BEHO3HbIX KaTeTepOB.

= peBmaTosor — cuHApom CBUTa;

" TOpaKasibHbIM XMPYPT — IKCCYAATUBHbIM NAEBPUT, MTHEBMOTOPAKC, 3UTOMMUKO3 NIETKUX;

= TpaHcdysmonor — ana noabopa  TPaHCOY3MOHHBIX — cCpes,  NpU  MONOKUTENbHOM
HeNnpPAMOMaHTUINOOYIMHOBOM TecTe, He3pPEeKTUBHOCTM TpPaHCPY3MiM, OCTPOM MaCCUMBHOM
KpoBomnoTepe;

= yponor — MHOEKUMOHHO-BOCNANNTE bHble 3a601eBaHMA MOYEBbIAENUTENBHON CUCTEMDI;

= dTM3MaTP — NOA03PeHNe Ha Tybepkynes;

= XMPYPr — XMPYPruyeckme ocnoxKHeHuaA (MHGEKUMOHHbIE, reMopparnyeckme);

" Ye/IlOCTHO-/IMLLEBOM XMPYPr — MHPEKLMOHHO-BOCNAANTe bHbIE 3aboneBaHMA 3yHodentocTHoM
CUCTEMDI.

Bcem naumeHTam monoxe 18 net ¢ nopospeHnem Ha OJ1/1, a TaKKe BCeM MauMeHTam C
BepudnumpoBaHHbim OJ1/1 B AMArHOCTUYECKUIM nepuon, pekomeHayeTca npuem (ocmoTp,

5C KoHcynbTaumsa) Bpayva-HeBpPOsiOra MeEPBUMYHBIA M Npuem (OCMOTP, KOHCy/AbTaumA) Bpayva-
obTanbmosiora NepPBUYHbIMA A5 BbIABAEHUSA PACNPOCTPAHEHHOCTM NPOLILECCa U BbIDOpPa TaKTUKMK
Tepanuu
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OcMOTp HeBposiora HeobxoAMM A1A  BbISABNEHUA/UCKAOYEHMUA MPU3HAKOB HEMpoNenKemmnn
(noparkeHne YMH, oyaroBaa cumntomaTtiKa). OcmoTp odTanbMOIora NPOBOANTCA C 06A3aTE/IbHbIM
OCMOTPOM  [1a3HOTO  [Ha A/1A  BbIABAEHUA/UCKMIOUEHNA  NIeKEMMYECKON  UHOUAbTPaLMMK,
KpoBOM3NMAHKI. Bcem naumeHtam monoxe 18 net ¢ OJ1/1 rpynnbl BbICOKOrO PUCKa, a TaKKe unX
CMBNMHTAM  poaAMTENAM  peKomeHayeTcs onpedeneHne HLA-aHTUIeHOB C  LEAbio  MOMCKa
NOTEHUMANbHOIO AOHOPa Ansa nposeaeHna TICK.

Bcem maumeHtam mosioxke 18 net ¢ OJ1/1 rpynnbl BbICOKOTO PUCKA, @ TaKKe UX CUOJIMHram
5C poautenam pekomeHayerca onpeaeneHme HLA-aHTUreHOB C LEAbIO MOMCKA MOTEHLMANBHOIO
AOoHopa Ansa nposeaeHma TICK

MposeaeHne TICK nokasaHO BcemM OO/bHbIM BbICOKOTO pUCKa B 1- pemMmccuMm npu yCaoBum
0bHapy»eHNs POACTBEHHOro MOJIHOCTbIO COBMECTMMOro [0HOpa. [lauMeHTam, He OO0CTUILLIMM
pemMmccun nocsie NpoBeAeHUs MHAYKUMOHHOW Tepanuu, obauMraTHO nokasaHa annoreHHas TICK
noboro TMna (B 3aBUMCMMOCTM OT AOCTYMHOCTM IOHOPOB M OT TEXHUYECKMX BO3MOXKHOCTE). [oaTomy
BCEM naumeHTam HLA-TUNMpOBaHME M MHMLMALMA MOMCKA AOHOPA AO0/XHbl MPOBOAMTLCA Cpasy
nocne cTpaTudurKaLmMmM NaLMEeHTOB B rPynmny BbICOKOTO PUCKA.

[narHocTuyeckne mMeponpuATUs, NPOBOAUMbIE Ha STane CKOPO MeANLIMHCKON NOMOLWM:

= cbop *anob 1 aHamHe3a 3aboneBaHuUs;

= pusnKanbHoe obcnenosaHune (onpeaenerHne Y, YCC, oLeHKa KOXHbIX MOKPOBOB, onpeaeneHme
Pa3MepOoB NneyeHu, ceneseHkn, nepnudepruiecknx AMMdaTUYecKmxX y3aos).

AnarHocTnyeckne Kputepum

OCHOBHbIM KpUTepMem ocTporo AnmeoobaacTHOro neinkosa asasaeTca Haamume bonee 20% 61actos B
KOCTHOM MO3re, onpeaenaembix Mo MMMYHONOTUYECKUM N LIUTOXMMUYECKMM XapaKTepUCTUKaM Kak
MmdobnacTsl.

OnddepeHumanbHbii AnarHos

OnddepeHumanbHbI AMarHo3 B pAae C/ly4aeB MOMET NPOBOAMTLCA:

= C MHPeKUMAMM npexkae BCero BMPYCHOW (MHOEKUMOHHBIA MOHOHYK/A€03, LUMTOMEranoBmpyc,
Parvo B19, ageHoBMpPYC, a TakKe BaKkTepmanbHOM (TOKCOMNAA3MO3) 3TMONOTMM

= C HeoMnnasusaMM B KOCTHOM Mo3re (OCTpbli  MUenobnacTHbli  NenKkos, NUMOOMbI,
Muenoamcnaaznm)

= MeTacTaTM4YecKMMK MOpParKEHMAMM KOCTHOTO Mo3ra (Herpobnactoma, pabaommocapkoma,
capkoma HOuHra)

= AYTOMMYHHbIMM M PEBMATONOTMYECKMMM  3aboNeBaHUAMM  (annacTuyeckme  aHemuuy,
PEBMATOMAHbIN aPTPUT, CUCTEMHAA KPacHan BONYAHKA)

= OcTpble MMenobnacTHble Nenkosbl. MHOUAbTPaUMA KocTHOro mosra 6nactamu (6onee 20%)
CBMAETENbCTBYET O ferkemun. [lposeaeHne MMMYHOTMCTOXMMWUYECKOTO WCCNeA0BaHMA U
MMMYHODEHOTMMMPOBAHUA  KNETOK KOCTHOTO  MO3ra, MO3BOAAET YCTaHOBMUTb  BapWaHT
3aboneBaHmA.

= Mwuenoamcnnactuyeckme cuHapombl. Ana MAC xapakTepHbl NMPU3HAKM AMCNo33a, M3ObITOK
61acToB B KOCTHOM MO3re, XpOMOCOMHble abeppauuu, B T.4. noBTopAtowmeca (MoHocomma 7
XPOMOCOMbI, 5q). Mpwu KonnyecTtse 6aactos Honee 20%, NpoBeAeHNE UMMYHOTMCTOXMMMNYECKOTO
nccnefoBaHMA U MMMYHODEHOTUNMPOBAHMA KAETOK KOCTHOrO MO3ra, MO3BOAAET YCTAHOBUTb
BapuaHT 3aboneBaHmA.

= Annactmyeckan aHeMMA UCKIKOYAETCA Ha OCHOBAHMM OTCYTCTBMA 6/1aCTO3a, a TaKXKe, XapaKTePHbIX
KNMHMYECKMX MPM3HAKOB (HM3KOPOCAOCTb, Ha KOXKE MATHA LiBeTa «Kode C MOIOKOM», aHOMaNUn
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CKeneTta, Mo4YeK) M OTPMLATENbHbIX TECTOB JIOMKOCTM XPOMOCOM. B HEKOTOpbIX C/y4anx
KAMHWYECKMe NPOABNEHNA MOTYT OTCYTCTBOBaTb. 3ab0neBaHNe AMArHOCTMPYETCA Yalle BCero B
Bo3pacTe 3-14 neT, HO B HEKOTOPbIX Cyvaax BoiaBaaeTca nocne 40 net.

= Jleiko3 13 HBONbLIMX FPaHYAMPOBAHHbLIX AMMPOUMTOB, NMMbOMA XOAXKKMHA, HEXOAKKUHCKME
MMPOMbI ¢ MMenodmbpo3om MCKAOHAROTCA Ha OCHOBAHWMWM AAHHbIX MPOTOYHOM LIUTOMETPUM
(ocobeHHO BaXHO ANA  NerKko3a M3 OONbWKMX  TPAHY/IMPOBAHHbLIX  IEMKOUMUTOB MU
BONOCATOK/JIETOMHOIO /1IeMKOo3a) M AaHHbIX T[MCTONOTMYECKOTO WM MMMYHOTMCTOXMMMNYECKOTO
MCCNenoBaHMA KOCTHOrO Mo3ra (BbiABaseTcA odaroBaa wan anbdysHas nponndepauma
NMMMGOUMTOB M/MNKN NpU3HaKkM Mrmenodmbposa).

= MeranobnactHble aHemun. OCHOBHbIM METOAOM [AMArHOCTUKM ABNAETCA OLLEHKa YPBOHA
BUTaMMHa B12 un  donmeBont KMCNOTbl. KOCBEHHbIMM MPU3HAKAMM, XapaKTepHbIMKM ANA
MeranobnacTHbIX aHEeMUIM ABAAKOTCA MNOBbIWEHWE CPeAHEero CcoAepsKaHuAa remornobuHa B
3pUTPOUMTAX, MOBbllIEHWE cpeaHero obbema 3PUTPOUMTOB, MeranobnacTHbii  TUN
KpOBETBOPEHMA, OTCYyTCTBME B1acTo3a NO AaHHbIM MUENOTPaMMbI.

JleyeHune

Lenn n metonpl nedenna OM/1y peten:

= 3pagMKaLmA NeMKeMMYECKOro K0Ha;

= BOCCTAaHOB/EHME HOPMa/IbHOrO KPOBETBOPEHMA;

= OCTUXKEHME ANNTENbHOM 6eccobbITUIMHOM BbIXKMBAEMOCTU.

Neuyenne OJ1/1 ocyLLecTBASETCA NPY MOMOLLM KOMBUHALMI LMTOCTaTUYECKUX MPenapaToB, BBOAMMbIX
p/o, B/B, B/M U MHTpaTEKanbHO MPW CTPOrOM COBAOAEHMM A03bl, AJUTENBHOCTM UM BPEMEHMU
BBEZIEeHMA COrNacHO BbIbpaHHOMY TepaneBTMYecKOMy NPOTOKOAY. Kpome Toro, Ans paaa naumMeHToB
B NPeAyCMOTPEHHbIX MPOTOKOIOM Cy4aax MpoBOANTCA 061yYeHMe LIeHTPaIbHOM HEPBHOM CUCTEMbI.
Tepanus AoXHa ObITb Ha4yaTa Kak MOXHO paHblle, 0AHAKO A1 Havyana Tepannmn HeobxoamMmo ObiTb
MO/IHOCTbIO yBEPEHHbIM B AMAarHo3e W yCTaHOBUTb 0bObem nopaxkeHus. [ns nposeaeHus
3bPEKTUBHOTO eYeHna HeobxoaMMma aZileKBaTHasA CONPOBOANTENIbHAA U 3aMeCTUTEe/IbHaA Tepanus.

JleyeHne naupeHToB Mosioxe 18 net ¢ OJ1J1 cTporo pekomeHayeTca NPOoBOANTL C MOMOLLBHO
2B KOMOBWHMPOBAHHOW LMTOCTAaTUYECKOW Tepanuu no O4HOMY M3 CAeAyHLLMX TepaneBTUYECKMX
NPOTOKO/I0B, UMEOLWMX CPABHUMYHO 3QEKTUBHOCTb

2B MpoTokonsbl rpynnbl MockBa—bepanH (ALL-MB-2015)

JNleyeHune A0MKHO OCYLLECTBAAETCA TOIbKO B COOTBETCTBMM C OAHMM U3 CNeLmanbHO pa3paboTaHHbIX
TepaneBTMYECKMX MPOTOKO/OB, MNOAPOOHO  pernameHTUpylolWemy  [03bl M KOMOMHALMK
XMMMOMNPEenapaToB, CPOKW BBeAeHWA, JAeTaan 06CnefoBaHMs WM TaKTUKYy  NpoBedeHus
LUMTOCTAaTMYECKOM W COMpoBOAMTENbHOM Tepanuu. [lo3bl, CPOKM U AAUTENBHOCTb BBEAEHUS
XMMMOMNPEenapaToB [0/KHbI ObiTb B CTPOrOM COOTBETCTBMM C BbIOPAHHbIM TepaneBTUYECKUM
NPOTOKO/IOM. 3aMeHa npenapaToB, MPOMYCKM BBEAEHWUS, M3MEHeHMe A03bl, AJUTENbHOCTU WM
o4yepeaHOCTM BBeAEHMA NpenapaTos He gonycKkatoTes. [lo Hayana Tepanuu naumeHTbl pa3aensatoTcs
Ha rpynnbl pUcKa — NoArpynnbl NauneHTos ¢ bonee HU3KUM M Hoslee BbICOKMM PUCKOM Pa3BUTMA
peunanBos 3aboneBaHMs, KOTOpoe MNPOBOAMTCA Ha OCHOBAHMM MPOrHOCTUYECKMX (AKTOpO B
onpeaeneHHbIX NP AMarHoCTUKe.

PasnnuyHble TepaneBTMYECKME MPOTOKO/bl MMEKT HECKO/AbKO OT/IMYatolmMeca Apyr oT Apyra
KpuUTepuu, onpedensatolme rpynnbl PUCKa, COTNACHO KOTOPbIM MaUMEHTbI MOAYYatoT pas/vyHble

77



BapMWaHTbl 1I84EHMA, OAHAKO B OCHOBHOM DOJIbHbIX Pa3aeiatoT Ha TPW rPynnbl PUCKA: CTaHAAPTHbIN,
NPOMENKYTOUHbIM U BbICOKUNA.

CoBpemeHHoe siedeHne OJ1JT COCTOUT M3 HECKOJIbKMX OCHOBHbIX $a3: MHAYKUMS PEMUCCUM C
nomoLbto 4 n bonee areHToB, BBOAMMbIX B TedeHue 4 —6 Hedelb, KOHCOMMAAUMA («3aKpenaeHne»)
PEMUCCUM M NOAAEPHKMBAIOLLAA TEPATNMA, KaK NPaBU/IO, aHTMMeTabonTamm B TedeHme 2 —3 ner.

®a3zbl Tepanuu OJ1/1 n ucnonbyemsle xmmuonpenaparbl

®asa Tepanuu Habop xumuonpenapaTos
NHAYKUMOHHaA MpeaHW30N0H, WAM  OEKCAaMeTa3OH, BWHKPUCTWUH, AayHOPYOMUMH,
Tepanua L-acnaparnHasa/PEG-acnaparvHasa
KoHconnanpytowgasn Linknodochamma, umtapabuH, mepkanTonypuH.
Tepanus MepKanTonypuH, meToTpeKcaT, L-cnaparvHasa/PEG-acnaparmHasa
PeHAOYKUMOHHaA JekcameTasoH, L-acnaparnHasa, 4OKCOPYOULIMH, BUHKPUCTUH,
Tepanusa UMTapabuH, unknopochammna,
MNopnepmeatoLLas

MepKanTonypuH, MeToTpeKcaT
Tepanuma P P P

MimetoTca  ybeauTenbHble  [0Ka3aTeNbCTBa  yBenuyeHusa  3QOEKTUBHOCTM  Tepanum  npwu
MCMONb30BAHUM KaK MUHUMYM 4-KOMMNOHEHTHOW MHAYKUMOHHOM Tepanunn (rIloKOKOPTUKOCTepoua,
BMHKPUCTUH, aHTPaLMKAMHbI M L—acnaparnHasa/PEG-acnaparvHasa).

NHayKuma pemmccnm y naunenHtos ¢ OJ1/1 gonxHa NpoBOAMTLCA B CTaUMOHAPHbIX YCA0BKUAX. Tpun
neyeHnn naupeHta ¢ OJ1/T HeobxoAMMO ObiTb FOTOBbIMM K PA3BUTUIO TAMKEbIX OCNOMKHEHWN,
Tpebytowmx 6e3oTnaraTeNlbHOM  WMHTEHCMBHOW Tepanuu. OueHKka 3ddeKTUBHOCTM  Tepanuu
nNpoBOAMTCA Ha 8 -1, 15-1 AHM M MO OKOHYAHMWM MHAYKLUMWN Ha 36-11 AeHb. Ha 8 -1 AeHb oLeHUBaeTCA
KonnyectBo 6/1acTHbIX KNEeTOK B nepubepuyeckon KpoBM MNocne UMTopeayKTUBHOM npodasbl.
Ha 15-1 geHb — Koan4ecTBO O/1acTHbIX KAeTok B KM. [0 OKOHYaHMU MHAYKUMOHHOW Tepanuu
OLEHMBAETCA JOCTUKEHNE PEMMCCUM — KONMYECTBO BNACTHbIX KAeToK B KM, Hanmume/coxpaHeHune
3KCTPaMeAyNNApHbIX 04aroB. JIMKBOP OLLEHMBAETCA KaKAdpl pa3 npu nposeaeHun ntombanbHOM
ANyHKUMK. [auMeHTbl, He AOCTUTILIME PEMUCCUM NOCAe MHAYKLUMOHHOM Tepanuu, nepesoasTca B
rpynny BbICOKOTO PMCKa.

MaumeHTbl, OOCTUTUIME  PEMWUCCMM  NOCAe  MHAYKUMOHHOW  Tepanuu, Janee  MoAyyatoT
KOHCONMAMPYIOLLYIO Tepanuio B 3aBMCMMOCTM OT BbIOPaHHOrO TepaneBTMYECKOro MpOoTOKONA.
Tepanua KoHCoANAALUMU NPU OTCYTCTBUM OCNONKHEHMA MOXKET NPOBOAMUTLCA B YCAOBMUAX CTaLMOHAPa
OA4HOro AHA. Ecnm TepaneBTMYECKMII NPOTOKOA NpeaycMaTpmrBaeT MCMNO/Ib30BaHWE BbICOKUX 103
MeTOTpeKcaTa, OHW A0/IKHbI MPOBOANTLCA B YCAOBMAX KPYT/IOCYTOYHOMO CTallMOHapPa M MOHUTOPMHTA
KOHLEeHTpaummnm metoTpekcata. KoHCOAMaMpyowaa Tepanmsa, Kak npaBuio, COCTOUT U3 HECKOIbKMX
da3 (npoTtokonbl MB: dasbl S1, S2, S3). Mepen HayaNOM Kaxkaoro atana o6s3aTelbHO MCCaea0oBaHMe
obllero aHanAn3a KpoBK, BUOXMMMYECKOTO aHaNM3a KPoBU. MNaolaas NOBEPXHOCTM TeNa ANA pacyeTa
[03 NIeKapCTBEHHbIX MPenapaToB MNepecyYnTbiBAETCA 3aHOBO Mepes HayvasoM  Kaxaoh dasbl
KOHCONMAMPYIOLLEN Tepannm. YCN0BMA Hayaa OTAe/bHbIX 3TanoB KOHCONNAALMN NPOMNUCHIBAIOTCA B
KaKOOM TepaneBTMYECKOM MPOTOKO/IE M MOTYT HECKONbKO OT/nmMYaTbea. ObA3aTenbHbIM ABAAETCS
COXPaHeHME KIMHNKO-TEMATONIOMMYECKON PEMNCCUM, OTCYTCTBME MPU3HAKOB MHDEKLIMK M OTCYTCTBUE
UMTONEHMM B NeprudeprnyecKkomn KpoBu.

Bcem naumeHTam monoxke 18 net ¢ OJI/1 pekomeHayetca obA3aTenbHOE WMCNOAb30BaHWUE
KOMMOHEHTOB, HAaNPaBAEHHbIX Ha MPOPUNAKTUKY UAN NEeYEHNE HENPONENKEMMNM
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O643aTeIbHbIM KOMMOHEHTOM B iedyeHnn OJ1/1 aBnseTcs NPpoPuaaKTUKa 1 1eYeHne Hemponenkemmnu.
OCHOBHbIMW MeToAaMMN MPODUNAKTUKM U NeYEHUS HENPONEMKEMMMN ABASIOTCA MHTPATEKANbHOE
BBEeZEHME XMMMOMpPenapaToB (MeToTpeKkcaT, UMTapabuH, NpeaHM30/10H) B BO3PACTHbIX A03MPOBKax
N KpaHuWanbHoe obyyeHMe B paHHME CPOKM OT Hadvana nevyeHua. KpaHuanbHoe obaydyeHne nmeet
HenocpeaCTBEHHbIE M OTAaNeHHble NO60YHble 3D DEKTbI, MO3ITOMY B COBPEMEHHbIX MPOTOKOIaX OHO
MCMONb3yeTcA  TONbKO AN HeDOAbLIOM  4YeTKO  BblAENEHHOM  MOArpynnbl  MauMeHTOB
MPOMEKYTOYHOTO/BbICOKOTO PUCKA.

Y naunenToB mnagwe 18 net Ph+-O/11 (O/1/1 ¢ Haanunem dpunagenbPpuiiCKon XpOMOCOMbl —
2A 1(9;22)(g34;911.2)/BCR-ABL1) pekomeHayeTca ucnonb3osaHve WTK B AonofiHeHWE K
CTaHAapPTHOM Tepanum

Ocobyto TepaneBTUYECKYtO TPynny cOCTaBAAOT NaumeHTbl ¢ Ph-nosutueHbiM OJ1/1 (C Hannunem
t(9;22) nan BCR/ABL), TpaaAMUMOHHO OT/AMYAOWMECA MIOXMM MPOrHO30M, CBSA3AaHHBLIM C MIOXMM
OTBETOM Ha MHAYKLUMOHHYIO Tepanuio M BbICOKOM YacToTOM peumamsoB. [lo HeJaBHero BpemMeHm
CTaHOAPTOM Tepanuu ANA TaKMX NaUMEHTOB OblNa MHTEHCMBHAA BbICOKOA03HAA XMMMOTEpPanus C
nocneayowmm nposegeHnem TICK npm ycnoBMm AOCTUMKEHMA PEMUCCUN. YUUTbIBAA MMEtOLLMECA Ha
CEeroAHAWHMA AeHb AaHHble NPOBEAEHHbIX MEX/AYHAPOAHbIX MCCe0BaHMIA, TOBOPALLME O BbICOKOM
3bbEKTMBHOCTM MCNONb30BaHMA Y Takux naumeHtoB WMTK Ha doHe XMmMOTepanuum CHUMKEHHOM
WHTEHCMBHOCTM, B 3TOW rpynne nauneHToB ¢ 15-ro AHA MHAYKUMOHHOW Tepanunm pekoMeHayeTcA
eXeOHEeBHbIN npuem mmatrHuba 8 go3e 300 mr/m?. TTCK 6Gonblue HEe PEeKOMeHOyeTcs BCem
nauMeHTamM B NepBOM PEMMUCCUN, @ OCTAETCA TepPaneBTUYECKOM onumen y pedpakTepHbIX NaLMeHTOB
M NpW PasBUTUM peumamnBa 3abonesaHns. B cnydyae pedppakTepHOCTM BO3IMOXKHO yBEAMYEHME A03bl
umatHnba B ABa pasa (600 mr/m?/cyT). B cayyae OTCYyTCTBMA OTBETa Ha YBENMYEHME [03bl,
pekomeHayeTca nepexod Ha Tepanuto UTK 2-ro nokonexHusa (AasatmHmnb, HUNOTUHNG). Kpome Toro,
NNoxaa NepeHoCMMOCTb MMaTUHWOA, [AaXKe HEecmoTpA Ha AOCTUMMKEHWE PEeMWUCCUWU, U Hanudune
MyTauuii B reHe ABL1, TakKe ABASeTCA OCHOBaHMEM AN 3ameHbl ero Ha UTK 2-ro nokoneHus
(na3aTMHNO).

Mcnonb3oBaHWe paasaTMHWOA B MNEpBOM /IMHMM Tepanum PEeKOMEHAyeTCs B C/y4ae Hamuus
MHUUMANbHOro nopaxkeHna LUHC, T.K. oH ABnAeTcA eANHCTBEHHBIM UTK, XOpoLwo npoHuKatowmm LHC.

Ha cerogHAWHNIM AeHb He CyLLecTByeT CTaHAAPTHbIX PeKOMeHAaumMM OTHOCUTENIbHO ANNTENbHOCTH
Tepanun  UTK. O4HaKO uMeloWwmeca [AaHHble MNO3BOAAIOT PEeKOMEeHAO0BaTb MNPOLO/IKeHue
MoHoTepanun UTK y naupeHTos ¢ Ph-no3ntmeHbiMm OJ1/1 elle B TeYeHWE KaK MUHUMYM 3 eT nocie
OKOHYaHMA XMMMOTEPanuu.

Y naumneHToB maaalle 18 net c BCR-ABL1-nogo6bHbiMm O/1/1 B c/iy4ae Na0Xoro paHHero oTeeTa Ha
2A Tepanuio M HaanumAa MmyTaumih B reHax ABL1, ABL2, PDGFRB, CSF1R, pekomeHayetca
ncnonb3osaHue NTK B A0NONHEHWE K CTaHAAPTHOM Tepanum

Ocobyto TepaneBTMYECKYHO rpynny cocTasaatoT naumeHTbl ¢ BCR-ABL1-noao6bHbim OJ1/1 — BapraHTOM
nenkemmn ¢ npodunem 3skcnpeccum reHos, cxodHbiM c Ph+-OJ1/1, ogHako 6e3 obHapyKeHus
xnmepHoro reHa BCR-ABLL. 3ta noarpynna xapakrepusyeTca NAOXMM MPOrHO30M, BbICOKMM PUCKOM
Pa3BUTUA  peunamBoB U pedpakTepHOCTM, pPa3HoObpasnMem  KAMHUYECKMX  MPOABAEHUI,
MHOroobpasmem BapWaHTOB MyTalUMi, aKTUBMUPYIOLWMX Pa3IMYHbIE CUTHaNbHble nyTu. Bce
reHeTMYeCKMe M3MEHEHWA, ONMCaHHbIe Npu 3Tom BapuaHTe OJ1/1, 4enAT Ha HEeCKOJIbKO NOArpynn:
nepectpoikn CRLF2, nepecTtpolkm reHos ABL knacca, nepectpoikm JAK2 wn EPOR, myTtauumm,
aKkTMBMpyrowme cnurHanoHole nytn JAK-STAT nan MAPK, apyrne pegkme HapylweHUA KMHa3.
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HecmoTpA Ha CNOMHYK TEHETUYECKYHD KapTUHY, MMERLWMeCcA Ha CEeroaHAWHMA AeHb AaHHble
KANHMYECKMX UCC/IelOBAHUIA TOBOPAT O Ha/an4mm B BO/bLUIMHCTBE ciydaeB BCR-ABL1-nogobHoro
O, muweHW [OnA TapreTHOW Tepanuu. B HeCKoNbKMX MccnefoBaHuMax 6Oblna  MNOKasaHa
3 dEKTMBHOCTb Y TakMx naumneHTos NTK B KombuHaumm ¢ xummoTtepanuei. Mpu Bcex agedpextax ABL1,
ABL2, PDGFRB 1 CSF1R nokasaHa 4yBCTBMTE/NIbHOCTb K MUHTMOUTOPAM TUPO3MHKUHA3 (MMaTUHMO nnn
[3a3aTUHKO).

Mepectpolikn JAK2/EPOR n apyrue, aktusmpytowime nytb JAK-STAT, moryT ObiTb YyBCTBUTENbHbIE K
MHrMbmTopam JAK2 (pyKCconnTmHmo).

Bcem naumeHTam mnagwe 18 ner ¢ OJI/1 obs3aTtenbHoO pekomeHayeTcs nposeaeHue
NnoAAeprKMUBatoLLEN TepPannn aHTUMEeTaboauTamm

MNonaepkmBatoLan Tepanma NPoOBOANUTCA A0 AOCTUNKEHMA 0DLLEN ANMTENbHOCTM Tepanuu 2 roaa.
MNoafeprKMBatoLlaa Tepanna COCTOMT U3 exeaHeBHOro NepopasbHOro NpMuema MepKanTonypuHa ¢
e)xeHeZeNlbHbIM BBEeJIEHMEM MeTOoTpeKcaTa (B/M MaM p/o B 3aBMCMMOCTM OT TepaneBTMYECKOro
npotokona). Ob6A3aTeNbHbIM YCNOBMEM a[EKBATHOrO MPOBEAEHWMA MNOAAEPKMBAtOLLEN Tepanum
ABNAETCA CBOEBPEMEHHAA KOPPEKLMA A03MPOBKM MEPKANTONYPUHA U MeTOTpeKcaTa B 3aBUCMMOCTH
OT KO/AMYecTBa /EMKOUMTOB. 3adayer ABAAETCA TakaAa OCTUMPOBKa 403, Mpexae BCero
MepKanTonypuHa, 4Tobbl NEeMKOLUMTbI CTabuAbHO Aepskannce B npeaenax oT 2000 go 3000/mMKn, He
[OMNYCKas Kak pasBUTUA annasuu, Tak 1 yBenndeHua nemkoumtos sbitie 3000-3500/MK.

MpoTokonbl cepum MocCKBa—bepanH npeaycmMaTpuMBaloT TaKXe NpoBeAeHMe pPeuHAyKUmMi
(nekcameTasoH + BUMHKPUCTMH), Kaxaple 6 Heaenb noAadepuBatoller Tepanun. Ha nepsbix Tpex
PEVHAYKUMAX NPOBOAATCA MHTPaTeKa/ibHble BBEAEHWS XMMMOMpenapaTos. [laumeHTam, KOTOopbIM
NPOBOAMNIOCL KpaHManbHoe obnyyeHne, WHTpaTeKaslbHO BBOAATCA TO/MbKO 2 npenapata —
MeToTpeKcaT He BBOAMUTCS.

NaupeHtam mnagwe 18 net ¢ O/1/1, He AOCTUTLNM PEMUCCUM NOCAE UHAYKLMOHHON Tepanmm
(rpynna BbICOKOrO pUCKa), PEKOMEHAYEeTCA NpoBeAeHNEe MHTEHCUBHOM BbiCOKOA03HOM MXT

MaumeHTbl, onpeaeneHHble B rpymnny BbICOKOrO PUCKA, MO 3aBepEHUN MHAYKLMOHHOM Tepanuu,
NONYYatoT  MHTEHCMBHYK  BbICOKOZO3HYto  [XT,  npeacTaBaswowyo  cobolt  KOpoTKkue
nocnefoBaTesibHble KypCbl MHTEHCMBHOMN TIXT — «H6A0KM». B 3aBMCMMOCTM OT HaAM4YMA NOKa3aHUM,
COBMECTMMOrO [AOHOPA W  AOCTUMXKEHWMA KAMHUKO-TeMaTO/IOTMYeCcKOM PeMMCCUM, NaLMeHTam
nposoanTca TICK B MaKCMMaIbHO PaHHME CPOKM.

TepanuAa nNauneHTOB rpynnbl BbICOKOTO PUCKA MPOBOAMTCA TOJIbKO B YC/IOBUAX KPYr/IOCYTOYHOIO
cTaumoHapa. lMepes Havanom Kaxaoro 6/10Ka Bblcokogo3HoM XT obAsaTenbHO MccnenoBaHue
obLero aHanM3a KpoBM, BUOXMMMYECKOTO aHaM3a KPOBK, MCCaeoBaHME QYHKLMM NOYeEK (KAMPEHC
NO 3HAOrEeHHOMY KpeaTUHUHY), pernmctpauma SKI. Maowanb NOBEPXHOCTM Tena ANs pacyeTa 403
NEKAPCTBEHHbIX MPenapaToB NepecymTbiBAeTCA 3aHOBO Mepes Haya/loM Kaxaoro 6noka. OueHka
cTaTyca PeEMUCCMN NMPOBOAMTCA Nepe Hadanom Kaxkgoro 61oKka XT. Tepanua 40NKHA HAUMHATLCA Kak
MOXHO BbICTpee, YTO 0OCODEHHO BaXKHO ANA NEPBbIX TPEX TEPANEBTUHECKMX 3N1EMEHTOB. BpemeHHble
MPOMEXYTKM MEXAy 3S1eMeHTaMW OnpeaenatTca BbIXOAOM W3 annasuum, obWMM COCTOAHWEM
naumMeHTa n 06bEKTUBHO PErNCTPUPYEMON OPraHHOM TOKCUYHOCTbIO.

MUWHMMaNbHbBIM  MPOMEXKYTOK MEeXAy Ha4aiomM JABYyX MNOCAe[0BaTe/IbHbIX TepaneBTUYEeCKMX
3/1eMeHTOB cocTaBAsAeT 21 AeHb. PeayKuma 403 He NpeaycMoTpeHa. B cayvae HeobXoAMMOCTN CPOKM
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BBEAEHMA KOHKPETHOro npenaparta CABUratoTCsa UAN OH OTMeHAETCA. TepaneBTUYECKUIA S1EMEHT He
[LOMKEH NpepbiBaThHCA.

MNaumeHTam mnaguwe 18 net ¢ OJ1/1 rpynnbl BbICOKOTO PUCKA, PePPaKTEPHbIM K CTaHAAPTHbLIM
Kypcam BblCOKOA03HOM XT, peKoMeHAyeTCsa UCNO/b30BaHWE B COCTaBe H10KOB BbICOKOA03HOM
XT B KayectBe Tepanuu 2-M JIMHUM HOBbLIX MNPENapaTtoB TrpPynnbl aAHTUHYKAEO3UA0B —
KnodapabuHa/HenapabuHa

5C

ITa rpynna NauueHTOB HY)KAAeTCA B Ja/ibHENLIeN MHTEeHCUPUKaLMKU Tepanuu nyTem npoBeaeHus
annoreHHon TICK. Heobxoammbim ycnosuem ycnewHor TICK asnaetcs Hannume MOB-HeraTMBHOM
peMMUCCUM Nepes TPaHCNAaHTaUMeN, YTo 3a4acTyto ABAAETCA CI0XKHOM 3aJa4eilt 13-33 3HAYNTEIbHON
npeane4yeHHocTH, pedpakTepHOCTM 3a601eBaHNS K «CTaHAaPTHOM» XT 1 OrpaHNYEHHOTO KOJIMYECTBa
HOBbIX aKTUBHbIX XMMMOMNpenapaTos. [JaHHble NOCAEAHNX MEXAYHAPOAHbIX MCCAeA0BaHMN TOBOPAT
06 3dPEKTUBHOCTU MCNONB30BAHMA Y 3TUX MALMEHTOB C LE/b0 NPeoaoseHnA Pe3ncTeHTHOCTN U
noctuxkeHns MOB-HeraTMBHOM pemmnccum ¢ nocneaytowmm nposeaeHnem TICK HoBbIx NpenapaTos
13 rpynnbl aHa0roB HyK1eo3naoB — KiodapabuHa (ans BMN-OJ1/1 u HekoTopbix noarpynn T-OJ1/1) n
HenapabuHa (gns T-ON1). KnodapabuH — nyprHOBBLIA HYKNE03UAHbLIA aHanor 2-ro NOKONAEHU 1,
CO3aHHbIN C MAeeln NCNOoAb30BaHNA BCEX MPEMMYLLECTB ero npelecTBeHHNKOB, dayaapabuHa u
#xknagpnbuHa. MexaHW3am ero AencTBMA KOMOMHMPOBAHHbLIM, OCHOBAH Ha WMHIMBWMPOBAHUM
bepmeHTOoB CcuHTe3a [HK, a Take HenocpeaCTBEHHOro BO3AEMCTBMSA Ha MUTOXOHAPUWM C
BblAefIeHMeM NpoanonToTMYyeckmx benkos u umToxpoma C. HenapabuH — nNposekapcTBo aHanora
NEe30KCUTYaHO3MH a, KOTOPoe AeMEeTUINPYETCA aeHO3NHAe3aMNHa30M B ara-G 1 dochopunmpyeTca
NEe30KCUTYaHO3MHKMHA30M U Ae30KCMUMTUAMHKMHA30M B 5'-moHodocdhaT, KoTopbi 3aTem
KoHBepTMpyeTca B 5 -TpudocdaTt, ara-GTP. Akkymynaumsa ara-GTP B neMKeMn4ecknx O1acTHbIX
KNeTKax NMpUBOANT K MHTMOMpoBaHMto cuHTe3a OHK n cmeptn knetku. Maumentam ¢ O rpynnsi
BbICOKOIO PUCKa, HE AOCTUTLIMM PEMUCCUM NOC/e NPOBEAEHMA «CTaHAAPTHOM» BbICOKOA03HOM XT,
pPeKOMeHAyeTca MCnonb3oBaHMe KnodapabuHa B MaKCMMaibHbIX A03ax WMAM HenapabuHa (B
3aBMCMMOCTM  OT  MMMYHO/NOrMyeckoro BapuaHTa OJI/1) B KOMOBWHAuMM C  APYrMMMK
XMMMOnpenapaTammn B cocTaBe 6/10KOB BbICOKOA03HOM XT B KayecTse Tepanmm 2-iM NUHUN.

MNaumeHTam maagwe 18 net c BI1-OJ1/1 rpynnbl BbICOKOTO pUCKa C BbICOKMM yposHem MOB nocne
2C npoBeAeHWA BbICOKOAO3HOW XT peKoMeHAyeTcs MCNo/ib30BaHWe OaMHaTymomaba C Lenbto
noctmkeHna MOB-HeraTMBHOM pemmccun ¢ nocaeaytouimm nposeaeHmem TICK

Heobxoammbim ycnosmem ycneluHon TICK ssnseTca Haandme MOB-HeraTMBHOM peMmnccnmn nepes ee
nposefeHnem. na pedpaKTepHbIX MNALUMEHTOB M3 rPynmnbl BbICOKOTO PWUCKA, AOCTUMKEHME TaKoW
PEMMCCUM  3a4aCTYKO ABNAETCA CNOXKHOM 3a4adelt M3-3a 3HAYUTENbHOM npeasedyeHHOCTU U
OrPaHNYEHHOTO KOIMYECTBA HOBbIX aKTUBHbIX XMMMOMNPenapaTos.

MocnegHee Bpems NPUCTaNbHOE BHMMAHME OKa3blBAETCA MMMYHOTepaneBTUYeCKMM NoAX0o4amM B
Tepanuu O/1/1. OAHUM M3 BapMaHTOB ABNAETCA MCNOAb30BaHMe BucneunduyHbix aHTuten (BiTE AT),
KoTopble Hanpamyto MobUnsytoT abdeKkTopHble T-KNETKM ANA NPOTMBOOMYXONEBOrO AeNCTBUA.
OaHMM 13 Takux BITE AT asnsetcs 6anHaTymomab — BiTE AT aHTn-CD19/CD3. OamH KoHel, 3Toro
oaHouenoveyHoro AT cBAsbiBaeTcs ¢ CD19-aHTMreHOM, KOTOPbIA  3KCMPEeccMpyeTca  Ha
NIeMKeEMUMYECKMX KNeTKax, a aApyron — ¢ CD3-aHTureHom cobcTBeHHbIX T-TMmMOoLMTOB MNauMeHTa.
Takmm obpazom, 6AMHATYyMOMab MNOTEHUMPYET HEeCTUMYAMPOBaHHble T-KAETKM U WMHAyuMpyeT
NPAMYIO LMTOTOKCMYHOCTb NpoTue CD19+ B-nnmdobnactos. Cambim YacTbim BapuaHtom OJ11 y
[eTen sABAseTcA Oonyxonb M3 B-KneTok-npegliectseHHMKOB. ApecT anddepeHUMPOBKN MOXKET
NPOM30MTM Ha NtoOOM 3Tane pa3BMTMA B-KNeTkM, 04AHAKO M Ha pPaHHMX, U Ha Bonee NPOABMHYTLIX
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CTaZMAX CO3PEBAHMSA OHM, KaK NpPaBuso, akcnpeccupytoT CD19, Takmm 06pa3om, CTaHOBSACb MULLIEHbIO
ana 6nanHatymomaba. MaumeHtam ¢ BM-OJ11 rpynnbl BbICOKOTO PUCKa, C BbICOKMM ypoBHem MOB
nocne npoBefieHns BbICOKOA03HOM XT, pEKOMEHAYETCA MCMNO/1b30BaHWe b6anHaTymomaba ¢ uenbto
poctmkenns MOB-HeraTMBHOM pemuccumn ¢ nocneayolwmm nposeaeHnem TICK. BanHatymomab
Ha3Ha4YaeTcA KPYr/0CyTOYHOM HenpepbiBHOM MHOY3MeRk aeTam, Becom A0 45 Kr B go3e 5 mkr/m?/cyT
[10 8-r0 AHA, 3aTeM 15 MKr/m%/cyT 10 28-ro aHA. JeTam ¢ Becom Bonblue 45 Kr—9 MKr/cyT 1 28 mKr/cyT
COOTBETCTBEHHO.

ConposogutencHaa Tepanua

[na afeKkBaTHOro BbINOJHEHWMA TepaneBTMYECKOro NPOTOKONa Heobxoammo cTporoe cobntoaeHme
NPUHUMNOB CONPOBOANTENBbHOM TEPANMM, KOTOPbIE MOAPOOHO OMMCAHbI B KAaXKA0M TEPaneBTUYECKOM
NPOTOKO/E M 3aBMCAT OT NpuMmeHaemol XT. OHaKO CyLLECTBYIOT «0bLLMe» peKoMeHAaLMK, KOTOpble
BK/IIOYAIOT B cebA cneaytoulee.

Bcem nmaumeHTam mnagwe 18 net ¢ OJ1/1 Ha Nnepuosd MHTEHCMBHOM Tepanun pPekomMeHayeTcs
YCTaHOBKa LIEHTPa/IbHOrO BEHO3HOMO KaTeTepa

Hannume ueHTpanbHOrO BEHO3HOIO KaTeTepa, O6€CI’I€‘-II/IBaPOLLI,eI'O BO3MOXHOCTb MOHUTOPWUHTa
LUEeHTPa/IbHOro BEHO3HOTo AaBJ/sieHUA, 4YaCTbIX 3a60pOB KpoBM N BbICOKYKO CKOPOCTb BBeAeHWUA
)-KVIQ,KOCTEIZ aBnaeTcs abcoNtoTHO HEO6XO,£I,I/IN\I:>IN\ Ha Ha4a/lbHbIX 3TanaX Tepannn Ny nNauneHTOoB
rPYNMbl BbICOKOTO PUCKA, MNOAYHAOLWMX MHTEHCUBHYIO BbICOKOAO3HYO XT.

Bcem naupeHtam mnaagwe 18 net ¢ OJ1/1 B nepsble AHM (Hedenu) Tepanumn obAsaTenbHO
5C peKkomeHayeTcs  npoBeAeHME — TepaneBTUYECKUMX  MEepPOnpUATUA,  HaMpaBAEHHbIX  Ha
NPOodUAAKTURY CMHAPOMA An3mca onyxoam (COJ)

COJ1 — 370 KOMNNEKC MeTaboNNYECKUX PACCTPOMCTB B pe3y/ibTaTe MacCMBHOrO pacnaza OnyXoeBblx
KNeTOK 1 BbICBODOXAEHMA B N1a3My U nepudepryeckme TKaHW BHYTPUKNETOYHOrO COAEPHKMMOTO U
meTabonmtoB. B ocHoBe MNaTOGU3MONOTUM U KAMHWYECKOM KapTuHbl COJ1 nexaT HapyleHuA
MeTabonmM3Ma M SKCKPeLnn Kanua, Kanbuma, dochatos M moyesoit KucnoTel. Hanbonee yacto COJI
Pa3BMBaeTCA B TeyeHue Mnepsbix 4 AHeM nocne Havana MXT, oAHAKO onucaHbl ciydanm n Honee
nosaHero, oo 7-ro aHs, aeboTa cnHapoma. CteneHb pucka pa3sutua COJT 3aBUCUT OT MHULMANBHON
MacCbl OMYXO/WN, COCTOAHWUA MauMeHTa Ha MOMEHT Havyana XT M MHAMBUAYANbHbBIX OCOBEHHOCTEM
meTabonmama. K BaxHenwmm mepam npodunaktmkm COJ1 OTHOCATCA afeKBaTHaA ruapatauma,
3allenavymBaHme MoYM, NpeaynpeskaeHne W KOPPeKUuMA TrunepypukeMnn, a Takke 6opbba c
SNEKTPONMUTHBIMK HapylleHuamu. CTaHaapTHOM Harpyskoit asasetca 3000 ma/m?, a y aeTeit Becom
meHee 10 Kkr — 200 MA/Kr KWUAKOCTM B CyTKW. BasucHbIM pacTBOp A0S WMHAOY3MM COCTOUT U3
5% rntoko3bl U 0,9% NaCl B cooTHoweHnn 1:1. MHmMumanbHas nHoysns — 6e3 kanma. OgHa Ko B
[anbHeNWweM [O0/KHA MNPOBOAMUTLCA KOPPEKUMA 3SNEKTPOAMTOB B COOTBETCTBMWM C  AAHHbIMU
HMOXMMNYECKMX aHANM30B. [1aBHbIM MEepPOonpuUATMEM ABNAETCA MHULMMPOBAHME U NOAAEpPKaHMe
BblCOKOro amypesa — 100—250 ma/m?/u.

YunTbiBaa 6osee HU3KYD PaCcTBOPMMOCTb MOYEBOM KUCAOTbI B KUC/AOW cpefe, Heobxoammo
obecneynTb NoaaepaHne HelTpanbHoro nam cnabouwenovyHoro pH moum: NaHCO3 60 mmonb Ha
TP nHby3mm (60 mn 7,5% pacteopa coabl nmbo 100 =120 mn 4% pacteopa coapl) A06aBUTL K
NOCTOAHHOM MHOY3uKM (Mam 100—200 mmonb/m 2/cyT napannenbHon uHdysmen). PeryanposaHume
Heobxoanmoro o6béma NaHCO3 cooTBeTcTBEHHO pH Moun. Bcem nauyeHTam B NepBble AHM Tepanunm
(5-8 paHei) nokasaHO HasHayeHMe annonypuHona B go3e 10 mr/kr/cyt 8 2-3 npuema
(max — 500 mr/cyT). MpK HaAMYUKM BONLLIOK MACChl NEMKEMUYECKMX KNETOK M/UAM BbipaXKEHHOM
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opraHomeraanu nepsas [403a rMIOKOKOPTUKOCTEPOMA0B Ana npodunaktnkm COJ1 JONKHE COCTaBAATb
1/10 — 1/6 oT cyTOYHOW A03bl.

Bcem naumeHtam mnagwe 18 netr ¢ OJ1/1, noayvatoym XMMMOTEPANWUID, PEKOMEHAYETCA
5C yHuMBepca/bHas npoduNaKT1Ka NMHEBMOLMCTHOWN MHEBMOHUMU KO-TPMMOKCa30
[cynbdaMeToKcas3on + TPUMETONMPUM] Ha NPOTAXKEHNM BCErO Nepmoaa iedyeHms

Ko-TpMMmoKcason [cynibdameToKcason + TpumeTonpum] 3 pasa B Hedento B OAWMH NpUem B A03e
5 Mr/kr no TpumeTtonpumy wam 20 mr/Kr no cynbdaMeToKcasony per 0s (Kpome nepuoaos
NpoBeeHNs BbICOKOA03HOrO MeTOTpeKcaTa).

Bcem naumeHtam mnaguwe 18 net c OJ1/1 B cnydae NoABAEHUA INXOPAAKM AW APYTUX MPU3HAKOB
5C uvHbEeKUuM pekoMeHayeTca Hemea/leHHOe Hayvanao 3SMMUPUYECKoOn aHTUbaKkTepuaibHOM
Tepanum

JlnxopaZKkol y naumeHTa C HelTponeHuen (Hentpodunbl < 500/MKN) cumTaeTca OAHOKpPATHOE
nosbileHne HazanbHOW TemnepaTypbl Tena > 38,52C nam HeckobKo noabemos (3—4 pasa B CyTKM)
[0 382C. MpuHMMas BO BHMUMaHME BbICOKUIM pPUCK $aTasibHOrO MCXo[a Yy naumeHTa ¢ nHbekumnen,
JINXOPAAKY Y Takoro naumeHTa C HeMTpOoMeHWeKn, PassBuMBLLYIO B xode MuenocynpeccusHor [MXT,
cneflyeT pacLeHMBaTb Kak Hamume MHPeKUMn, 4to TpebyeT HemMeaNleHHOro Hayala SMNMPUYECKO
aHTMBaKTepManbHOM Tepanum U nposedeHWs obcneloBaHMA C LEAbI YTOYHEHMA XapaKTepa
nadekunn. TMpu BbIGOPE CTapTOBOM KOMOMHALMM aHTUMOMOTUKOB HEOoBXOAMMO Y4YMUTbIBATbL
pe3ynbTaTbl MOBTOPHbIX OAKTEPMONOTMYECKUX WCCNEAO0BaHUIM B AAHHOW KAWHWKE Yy APYyrux
NauMeHToB; A/UTENbHOCTb TEKYLLEN HeMTponeHuu, npeawecTByowmin Kypc XT; MHOEKLMOHHbIN
aHaMHe3 naumMeHTa, NpejalWecTByloWme Kypcbl aHTUOMOTUKOB M UX 3DDEKTUBHOCTL;, Hann4yme
KANHMYECKOM CUMNTOMATUKMN.

IbPEKTUBHOCTL CTapTOBOM aHTMOAKTEpPUaibHOM Tepanum NOMOXKEHO oLeHnBaTbyepes 24—36 4acoB
NS TOro, YTobbl CYyANTb O €€ A0CTaTOYHOCTM, OZHAKO BCeraa HeobXoAMM NOBTOPHbIM C MHTEpPBaaMM
8 —12 uyacoB AeTaNibHbI OCMOTP TaKOro MalMeHTa C OLEeHKOW CTabuibHOCTM reMoAMHAMUKKM U
CTEMNEeHN MHTOKCMKALIMM, MOABAEHUA HOBbIX MHPEKLIMOHHbIX o4aroB. AHTMOaKTepunanbHaa Tepanma
NPOAOMKAETCA 10 Pa3peLIeHNs HENTPOMNEeHUN.

Y naumeHtoB maagwe 18 ner ¢ OJI/1 ogHOBpeEMeHHOe NMPUMEHeHMe WTPaKoHa3oAa Wau
5C BOpWKOHa30M1a M BUHKPUCTMHA BCAEACTBME PE3KOr0 YCUMAEHUA TOKCUMYHOCTW MOCAeAHEero He
pekomeHayeTcs

MNaumeHtTam maagwe 18 net ¢ OJ1/1 HasHaYeHMe rPaHYA0LMTAPHOIO KOJIOHNECTUMYIMPYIOLWLEro
5C dakTopa (M-KCP) pekomeHayeTcA TONbKO B CAYYasX Pa3BUTUA TAXKEbIX KU3HEYrpoXKatoLLmx
NHPEKLNN
ImetoTcA AaHHble MeXAYHAaPOAHbIX UCCNef0BaHUI O TOM, YTO HeObOoCHOBaHHOe NpumeHeHKne M-KCH
MOKEeT YBeN4MBaTb PUCK peunamBos. NlosTomy mcnonbsoBaHme M-KCP pekomeHayeTca TOSIbKO B
C/yvyae pasBUTMA TAXKENbIX, KMU3HEeYrpoxatowmx MHOEKUMn Ha GoHe annasmm KPoBETBOPEHUS C
Uenbto CTUMYAAUMM remonossa. Mcnonb3osaHue [-KCP ¢ uenblo CTUMyAAUMM remonossa Ans
YKOPOYEHMA Nepmoaa annasmm BHe aNnM3040B TAXKeNbIX MHOEKLMIA HE PEKOMEHAYETCA.

Bcem naumeHtam mnagwe 18 net ¢ OJI/1 npu CHUNKEHUM remornobuHa Huke 70 r/n
PEKOMEHAYETCA NaLMeHTaM TPpaHCHy3MA 3pUTPOMACCHI

Bo Bcex cay4asax, WCKAOYAA MHEBMOHMIO W AbIXaTeNbHYD HEAOCTaTOYHOCTb, NepennBaHue
3PUTPOMACCHI AOIKHO MPOM3BOANUTLCA MNPU COAEPHKAHNM remornobuHa HuxKe 70 /a1 1 remaToKkpuTe
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meHee 0,3 MW NMPU HAANYUM KAUHUYECKMX CMMMATOMOB aHEMMYECKOro CUHAPOMA (COHMMBOCTD,
TaxuKapama, ogplwka). [osa nepenvsaemoit sputpomacchl — 10 ma/kr. Mpu passutum nHbeKLmUm
spuUTpOMacca nepenmBaeTca NPU CHUXEHUM remornobuHa Huske 100 r/n.

Bcem naumeHtam mnagwe 18 net ¢ OJ1/1 Npu CHUMKEHUW YPOBHS TPOMOOLMTOB HMKe 15 —

S 20x10°/n pekomeHayetca TpaHcdy3na TOOMBOKOHLEHTpaTa

TpaHcy3ma TPOMBOLMTOB NMPU OTCYTCTBMU OCIONKHEHMN MPOrPaMMHOTIO JIeYeHUs NPOBOAMTCS NPU
CHUMKEHUWU YpPOBHA TpombouuToB HuMke 15000 — 20 000/mm3. KonmuyectBo nepenmBaembix
TpomboLMTOB cocTasafeT 1 go3a Ha 10 Kr Beca (4-6 403 Ha 1,5 M2 nowWaam NoBepxHOCTM Tena), npu
sTom B 1 po3e Tpombomacchl AOMKHO cogepxatbea 0,5-0,7x10*  TpomboumTos. Mpu
HeobXoAMMOCTN BbINONHEHNA MHBA3MBHbLIX MaHMNYyNAUMA TpombOomacca nepenmBaeTca B C/yyae,
ecnm TpombounToB meHee 40 000 — 50 000 Tbic/MKA. B HacToAllee Bpemsa NpasBMIOM ABASETCA
MCNO/Nb30BaHME TPOMDBOUMTOB, MONYYEHHbIX OT OAHOrO ZA0HOPa NyTEM adepes3a Ha cCrneumanbHbIX
npubopax cenapaTopax.

Lpyroe neyeHne

MpoBeaeHne Ny4yeBor Tepanum pekomeHayeTcs naumveHtam mnagwe 18 net ¢ OJ1/1 B cayyae
5C Hannuma MHUUMANLHOM HEWpPONeMKEMUM WAM APYTMX MNPOrHOCTUYECKM HebnaronpuaTHbIX
$aKTOPOB (B 3aBUCMMOCTW OT BbIDPAHHOrO NPOTOKO/1a Tepanunm)

KpaHuanbHoe 0bayyeHne nmeeT HeNocpeACTBEHHbIE M OTAANEHHbIe NOOOYHbIe 3bdeKTbI, NTO3TOMY B
COBpPEMEHHbIX MPOTOKO/aX OHO WMCMONb3YeTCA TONAbKO ANA HeDONbLIOW YeTKO BblAe/EeHHOM
noArpynnbl NaLMEHTOB B PUCKa (B 3aBUCMMOCTM OT peKOMeHAau M BbIBpaHHOro TepaneBTMYeCKOro
npoTokona). KpaHnanbHoe 0b6ayvyeHne NPoBOAMTCA MO OKOHYaHMWU KOHCONMAALUMM, KaK NPaBuao, B
no3se 12 M'p. bonblioe 3HayeHne MMeeT 0XBaTbiBaHWE N10LLAAbI0 06/1y4eHNS BCEFO MO3rOBOTro Yepena
M 00653aTeNbHO TPex BEePXHUX CEermeHTOB LWEeWHOro oTAena MNo3BOHOYHMKA. Ocoboe BHMMaHMeE
cnenyet 0b6paTUTb Ha TO, YTOD bl OblIM OXBaYeHbl PETPOOPOMTANbHbIE 06/1aCTM, OCHOBAHWE Yepena,
a TaKKe rnyboKo nexallime y4acTkM B 061aCT cpeiHel YepenHon AMKK. ExxeaHeBHas A03a A01KHA
COCTaBAATb B NepBblit AeHb 1 I'p, B nocneaytowme — 1,7 I'p. ObayyaTb cneayet 5 AHelM B Heaento A0
NOCTUXKEHMA cooTBeTCTBYOWEN 0bulein Ao3bl. ObLWaa NPOACKNMTENLHOCTb 061YYEHNA 3aBUCUT OT
NHAMBUAYANBHO MOyYaeMbIX y4eBbiX A03. KpaHWanbHoe ob6aydyeHWe AONKHO BbIMOAHATLCA Ha
JIMHENHOM Y-yCKopuTene.

MNaumeHtTam mnaawe 18 net ¢ OJ1/1 n3 rpynnbl BbICOKOTO PUCKA U peLnamBax peKoMeHayeTCA
nposeaeHune TICK B 1-i1 pemuccmm

B 3aBMCMMOCTM OT HaAM4YMA MOKa3aHUM, COBMECTMMOro AoHopa M gocTmkeHna CR naumeHTam
rpynnbl BbICOKOrO pucka nposoantca TICK B MaKCMManbHO paHHMe cpoku. [NposegeHne TICK
NOKa3aHO BceM HO0/IbHbIM BbICOKOrO pucKa B 1-oM pemuccum n 6onbHbIM peupamsamm OJ11 (3a
MCKNOYEHNEM MALMEHTOB C NO34AHUMM M30MPOBAHHbBIMM SKCTPAMEAYNNAPHBIMKU PEUNAMBAMM) NPK
yCcnoBuMn OOHAPYKEHWA POACTBEHHOTO MOMIHOCTBIO COBMECTMMOro goHopa (HLA-TunuposaHue
BbICOKOrO pa3spelleHus).

lMoatomy BCcemM NaupeHTam HLA-TUNMpoOBaHME U MHMLUMALMA NOMCKA AOHOPA AOKHbI MPOBOANTLCA
cpa3y nocne ctpatMdmMKkaumm NauMeHToB B rpynny BbICOKOTO puUCKa. laumeHTam, He AOCTUTLINM
PeEMUCCUM NOC/Ne NPOBEAEHMA WMHAYKLUMOHHOM Tepanuu, obamraTtHo nokasaHa annoreHHaa TICK
ntoboro TMna (B 3aBUCMMOCTM OT AOCTYMHOCTU IOHOPOB N OT TEXHUYECKUX BO3MOXKHOCTEN).
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BeneHua 6anHoTymymaba B fo3e 5-15 Mrk/m? B TeyeHue 28 AHel HenpepbiBHO ABa Kypca npwu
nosmtnsHom MPA N®OT Ha 36 aeHb MHAYKLMMK

HemeankameHTO3HOE neyeHmne

= Pe)XnM U AMeTa 3aBUCUT OT TAXKECTM COCTOAHMSA NaLMeHTa.

= Pe)Xnm — nanaTHbIN.

= [uneta — Cton Noll, cton Nelb, cton Ne5M (¢ UCKAUYEHMEM OCTPbIX, KUPHbIX, XapeHbix b/toa,
oborauleHHaa 6enkom).

= [laumMeHTbl B M30/MPOBaHHble (DOKCMPOBaAHHbLIE) Manatbl: TpeboBaHWA: JTAMUHAPHbLIA MOTOK
BO3/4yXa; M30/1AUMA MHPEKLMOHHbIX BOJIbHbLIX B MasaTbl C OTPULATENIbHbIM AaBNEHUEM; NYHAA
rmrveHa u npasuibHan obpaboTka pyk (cornacHo «PykoBoacTtBo BO3 no rurneHe pyk B MeamnKo-
CaHWTapHOW nomolum, *Kenesa, 2006 T.).

" [pW  arpaHyaoumMTo3e TyaneT NOJIOCTM pPTa MNOPOJNOHOBbIMM  LLETKaMKM, MOJOCKaHMA
aHTMCENTUKAMK, AMEeTa: HU3KO BaKkTepmanbHas nNuLLa, YCUJIEHHOE NMUTAaHNE — BbICOKOKaIOpUiMHasn
AMeTa C MNOJIYTOPHbIM MO CPaBHEHMIO C BO3PACTHbIMU HOPMaMW KOJIMYECTBOM OesKoB,
BUTAMMUHU3MPOBAHHAA, Oorataa MUHEpasbHbIMK BellecTBaMu. [aa aeter ¢ pas/inyHbIMU
HAPYLIEHMAMW NUTaHUA BKIOYEHNE B NMUTaHME Pa3/IMYHbIX 1e4ebHbIX cMecen.

= obecneyeHne BEHO3HOro J0CTyNa C yCTaHOBKOM LeHTPaIbHOMrO BEHO3HOTO KaTeTepa (M3 TedioHa).
CmeHa KaTeTepa No aecKke 3anpeuwaetca. [pMmeHeHne KaTeTepoB M3 NOAMSITUIEHA B CUAY MX
BbICOKOM TPOMOOFEeHHOCTM M pUCKa Pa3BUTUA KaTeTepHOM MHOEKUMM 3anpellaeTtcsa. Yxoq 3a
LEeHTPa/IbHbIM KaTeTEPOM OCYLLECTBASETCA 0BYYeHHbIM MeANLIMHCKMM NepcoHa oM.

Xupypruyeckoe neyeHume

XUpyprmyeckoe BMeLLaTeIbCTBO, OKa3blBaeMoe B CTalMOHAPHbIX YC/J0BMAX: MNPOBOAMTCA MO
KU3HEHHbBIM MOKa3aHUAM MPn Pa3BUTUN OCTpOl\/II xmpyprmqeu(oﬁl natonornn.

[uncnaHcepHoe HabaoaeHne

Cneumduryecknx npodunakTMYeCKMX MeponpuUaT1ii B OTHOLLIEHKM nameHTos ¢ OJ1/1 He pa3paboTaHo.

Bcem nauneHtam mnagwe 18 netr ¢ OJI/1 pekomeHOyeTcA MNpOBeAEHWE AMCMAHCEPHOro
HabaoaeHWa y remaTonora/neamatpa

MaumeHT nepeaaeTca neanaTpy (rematonory) No MecTy *KMTeNbCTBA NPWU HAMYMM NOSHON PEMMCCUM
nepez HayaNoM MOAAEPKMBAtOLLEN Tepanuu. Noaaep KMBatoWyo Tepanuio NauMeHT NoayyaeT no
MECTY KMTeNbCTBA. MeamnaTp (remaTonor) No MecTy KUTeNbCTBA PYKOBOACTBYETCA PEKOMEHAAUMAMM,
AAHHBIMW CMEeuMannucTaMmm yypexkaeHusa, nNpoBOAMBLIErO fedveHue. [anbHellee amMcnaHcepHoe
HabnoAeHMe OCYLLeCTBAAETCA YYacCTKOBbIMM Bpavyamu-neamMaTpamm M remaTosoramm B TeCHOM
B3aMMOCBA3M C APYyrMMWM  crneupanmctamm (o nokasaHuam). OCHOBHbIM  KOMMOHEHTOM
AMcnaHcepHoro HabntoaeHMs AO0MKHO bOblTb CBOEBpeMeHHOe ObHapy)KeHue MporpeccupoBaHus
3ab0/1eBaHUSA, pa3BMUTME ONYXOAMN APYroi OKaNM3aLNN.

[anvHelllee BeaeHMe NaLueHTa

MepnoanYHOCTL 1abOPATOPHBLIX U UHCTPYMEHTA/IbHLIX UCCNEA0BaHUIM, OCMOTPOB CreLuaancToB:
=  O6WMIN KAMHMYECKUN aHaNu3 KpoBWM (obA3aTeneH noacdeT NerKoumTapHon dopmybl)
npoBoaMTCcA 1 pa3 B HeAeNo A0 OKOHYaHWMA NOoAAepPKMBatoLLen Tepanun. Mocne oKoHYaHMA
noaAepkuBatoLLen Tepanmm — 1 pas B mecau,.
=  BUMOXMMWYECKMI aHa/NM3 KPOBM, BKAKOYAKOWMMA BCE NO3MUMKM, oOnNpeaendaemble npu
AMArHOCTUKe, A0 OKOHYaHMA NoAAepKMBatoWEen Tepanumn nposoamTca 1 pas 8 3 mecAua.
[ocne OKOHYaHKWA nogaepKMBatoLLel Tepanmum — 1 pa3 B 6 mecaLes.
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= [lyHKLMK KOCTHOrO MO3ra 1 toMmbasibHaa NyHKLUMA NPOBOAATCA TO/IbKO B CAy4Yae nosBaeHUA
NoA03PEeHUs Ha Pa3BUTME peumanBa 3aboseBaHus.

= VY3 opraHoB OpOLWHON MOAOCTU, MaNOro Ta3a W 3abPIOLWMHHOIO MPOCTPAHCTBA A0
OKOHYaHWA noaaepruBatollet Tepannmn nposoaatca 1 pa3 B8 3 mecaua. [locse OKOHYaHKWA
noAfeprusatoLlen Tepanumn — 1 pas B 6 mecaues.

= [emaTtonor, NpoBOAMBLLMIA Ie4eHne, MOC/Ie HaYana NoAAEPKMBAtOLWEN Tepanmm 1 nepeaadmn
nauMeHTa neamaTpy (rematonory) No MecTy XMTeNbCTBa OCMaTpMBaeT NaumeHTa 1 pas 8 3
MecAla A0 OKOHYaHMA noagep:kmeatowen Tepanmm, 1 pa3 B 6 mecaueB Noc/se OKOHYaHWA
noaAep:KMBatoLLEen Tepanmm U Npu N 0403PEHUN Ha pa3BUTUE peumanBa 3aboneBaHmA.

= [lpu nepenaye naumeHTa neamaTpy (remaTonory) no Mecty KMTenbCTBa HeobxoAMMOCTH B
NJ1aHOBOM OCMOTPE CMeumasMcTamMm CMEXHbIX ChneumanbHoCcTel HeT. B caydae Haanuma y
nauMeHTa NaToNorMmM Kakom-nMbo cMCTeMbl OpPraHoB, BO3HMKLIEN B mpouecce Tepanum w
noTpeboBaBLIEl BMeLWATENbCTBA CMEXHbIX CNeumanmcTos, NEPUOAMYHOCTb KOHTPO/bHbIX
OCMOTPOB  YCTAHAaB/IMBAETCA WHAMBWUAYANbHO W  ONpeaendetcA CaMMM  CMEXKHbIM
CNEeLnasncTom.

BaKkuuHauma nauymentos ¢ OS1/1:
= B nepuosa nevyeHMA BaKUMHALUMA He MPOBOAMTCA (MCKAOYEHME COCTaBAAET BaKUMHALMA
NpoTMB renaTnta B, KOTOPYKD MOXHO NPOBOAUTL Ha GOHE Tepanum No cneuyanbHON Cxeme
ANA UIMMYHOKOMMPOMETUPOBAHHbIX NAaLUMEHTOB).
= [loc/ie OKOHYaHWA MoAAepXKMBatOLWEN Tepanum NpU YCAOBUU HAMYMA MOJAHOM PEMMUCCUM
BaKUMHALMIO MOXKHO NPOBOANTL B MOJIHOM 06beME, NCKIOUMB KMBbIE BaKLMHbI.

Bo3MoKHOCTb NpebbiBaHMA B OpraHM30BaHHOM KOJ/IIEKTUBE:
= HexenatenbHa Ha Nepuoa NPoBeAeHUA MHTEHCUBHOW Tepanuu.
=  OrpaHu4YyeHa 3NMAEMMONOTUYECKOM CUTyaumern U KAMHUKO-N1abopaTopHbIM  CTAaTyCOM
naumeHTa B Nepnoa npoBeaeHns NoaaepKnBatoLLein Tepanmm.
= He orpaHun4yeHa nocae oKOHYaHWs NoAAePKMBAIOLLEN Tepanuu.,

BO3MOXHOCTb Harpy3oK 1 3aHATUI CNOPTOM:
= DU3MYeCcKMe Harpy3KM He KenaTeNbHbl B NepMo NpoBeAeHNsA MHTEHCUBHOW Tepanmu.
»  OrpaHu4yeHbl KAMHWKO -1abopaTopHbIM CTAaTyCOM MauMeHTa B nepuos nposeaeHus
NOoAAEPKMBAIOLLEN TEpannK.
* [loc/ne OKOHYaHWA NOAAEPKMBAIOLLEN TEPANMKU OrpaHNYEHbl TONIbKO Pa3BUBLLENCA B Nepuos,
NeYeHns NaToNorMein OnopHO-ABMIATENBHOMO annapaTa WAM TANKENbIMW COMYyTCTBYOLLMMM
3aboseBaHMAMM. MPU UX OTCYTCTBUM HE OrPaHMYEHDI.

MeauLmMHcKan peabunntauma

Bcem naumeHtam maaawe 18 netr ¢ OJI/1 pekomeHayetca MNPOBeAeHME KOMMIEKCHOM
peabunntaumm

Peabunmtauma AoMKHa NPOBOAMTLCA C NepBOro AHA 3aboneBaHua pebeHKa ¢ y4eTom cneunduKm
TEKylero nepuoaa. 3aZ@4yaMu TOCMUTANbHOrO 3Tana ABAAIOTCA BbIABNIEHWE COMYTCTBYHOWMX
3a00/1€BaHMN U OCNOXMKHEHWUM, JledeHMe OCHOBHOTO 3aboseBaHMA, KOMMAEKCHaA MeaULUMHCKas Wt
ncuxonormyeckan peabunmtaums, NPoPuUNaKkTMKa OCNOXKHEHUI cneumnduyeckon Tepanmun. B ceasm ¢
0COBEHHOCTAMM MCUXONOTMYECKOro cTaTyca 60nbHOTrO pebeHKa, HapyLlEHNEM KOMMYHUKATUBHbIX
byHKUMIA  Ha  doHe aeduumTa 0OLEHMA CO  340POBbIMM  CBEPCTHUKAMMK, MNeaarormyeckomn
3anyleHHOCTbO, Aedopmaupmen AeTCKOPOAMTENbCKMX OTHOLWEHMI B CTOPOHY TMMEpOneku,
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NCUXOJIOrO-NeAarorMyeckan peabunmtauma ABASETCH BaXKHEWLWMM KOMMOHEHTOM KOMM/IEKCHOM
peabunuTaumm Ha JaHHOM 3Tane. Ha 3Tom sTane peabuamTaumm TakxKe peLlatoTca 1 TakMe, BecbMa
Ba)KHble [A1A OOCTUMKEHMA KOHEYHOM Uuennm peabunutaumm 3adaudv, Kak npeaynpeskaeHue
BO3MOMHbIX HapYyLEHNI pocTa M pa3BuTUA pebeHka B CBA3M C 3abosieBaHMEM U OrpaHUYEHUEM
[BUraTeNbHOM aKTUBHOCTM, MpeaynpeskaeHue ABUraTe/bHbIX PaccTPOMCTB. MauMeHT nepeaaeTca
neanaTpy (rematonory) no MecTy UTeNbCTBa MPY HaAN4YMM MOJIHOM PEeMUCCUMU nepes, Hayaliom
noaaepusatowler Tepanuu. NMoaaepsKMBatoLLYHO TEPANMIO NALMEHT NOYYaEeT MO MECTY KUTENbCTBA.
MeanaTp (remaTonior) Mo MecCTy KUTeNbCTBa PYKOBOACTBYETCA PEKOMEHAAUMAMM, AaHHbIMK
CNeunanmcTaMmn yupeskaeHns, npoBOAMBLIEro /edyeHve. Ha 3TOmM 3Tane npoBOAUTCA TaKxkKe
MeIMKaMeHTO3HanA, pU3nYecKkan U Ncnxmieckan peabuamtauma, BOCCTaHOBAEHME QYHKLMOHANBLHOTO
COCTOSIHMA CUCTEM MaLMEHTOB, a TaKXe ajanTaums K YCAOBUAM W Harpyskam ambynaTopHOro
peXnma, BOCCTAaHOBIEHME MCUXONOTMUYECKOrO CTaTyca NalmeHTa, BOCCTaHOBAEHME CMOCOOHOCTM K
obyuyeHuto/TpyaocnocobHocTn.  [ncnaHcepHoe HabatoAeHWe  OCyLeCcTBAAETCA  Yy4aCTKOBbIMMU
BpayamMu -neamaTpamu M rematonoramu B TECHOM B3aMMOCBSA3M C APYrMMKW crneumannctamu (no
nokasaHWaM). KomnnekcHaa  peabunutaumm  ABAAETCA  HEOTbEM/IEMbIM  KOMMOHEHTOM
[VcnaHcepHoro HabnwaeHna — ncMxonpoduNaKkTUKa, BbISBEHWE OTAANEHHbIX MNOCAEACTBUM
Tepanuu U CONyTCTBYIOWMX 3aboseBaHNK, MeaAMKaMEeHTO3Has, ncuxosormyeckas, dusmyeckas
peabunmTaums, coumanbHO-NpaBoBaa peabunuTauma: obydyeHue, npodopueHTauma, cemerHoe
KOHCY/IbTUPOBaHMe.

OpraHu3auma oka3aHUA MeauLMHCKOM NOMOLLN

MepBUYHAA MeAMKO-CaHUTAapHaA MOMOLLb BKAOYaeT B ceba Meponpuatma no npoduaakTuke,
NMarHoCTUKe, nevyeHuto 3aboneBaHUIM  KPOBWM, KPOBETBOPHbIX OPraHOB, 3/10KA4YeCTBEHHbIX
HOBOODOPa30BaHMN NUMPOUOHOM, KPOBETBOPHON M POACTBEHHbLIX MM TKaHen, MeaMLMHCKOM
peabunntaumm n GopMmnpoBaHMio 340p0BOr0 06pas3a KMsHu. Mpu nogospeHnmn y naumeHta OJ1/1
Bpay -neamaTp y4acTKOBbIM, Bpay 00LLelM NPaKkTUKM (CEMENHbIM BPay) UK UHble BPaYM-CNeLManmcTbl
B CPOKM, YCTaHOB/MEHHble 3aKOHOAATENbCTBOM, HAMpPaBAAKT MNaUMEHTa Ha KOHCy/AbTalUMiO B
MeMLMHCKYIO OpraHmn3aLmio (remMaToNormyeckmini KabMHeT, KAMHMKO -ANarHoCTUYECKoe oTaeNeHmne
remaTosIormMmn) ANA oKasaHMA NepBUYHOM Cheumanm3npoBaHHON MeaMKO -CaHUTAapHOM NMOMOLLIX, B
KOTOpPOM MNpPOBOAATCA OCHOBHblE AMArHOCTMYECKME MEPOnpUATMA C  LEeAblo  YTOYHEHMA W
BepudMKaLMmM AMarHo3a, B TOM YMCAe, C UCMOJb30BAHMEM CNeumanm3mpoBaHHbIX MaHUM YAALMMA
(NYHKLMA KOCTHOrO M03ra, TpenaHobmnoncmns KOCTHOro Mo3ra).

B cnyyae HEBO3MOXKHOCTM NPOBEAEHMA AMATHOCTUYECKUX MCCNeA0BaHM NaUMEHT HanpaBaaeTcs B
MHYIO MEeAMLMHCKYIO OpraHM3aumio, KoTopasa oOKasbiBaeT MNPOOUAbHYID MEAMUMHCKYIO MOMOLLb
nauMeHTaM C remaTo/IorMYeckMm M 3aboneBaHUAMKW AN YCTAaHOBEHMA AMarHo3a M OKasaHuA
CNeumanm3mpoBaHHoOM, B TOM  YMCAE  BbICOKOTEXHONOIMYHOM,  MEAMLMHCKOM  MOMOLLM.
CneupanmampoBaHHas, B TOM YMC/AE BbICOKOTEXHONOMMYHAA, MeAMLIMHCKAA MOMOLLb OKa3blBaeTCs
BpayamMmn-remaTosioraMm M WUHbIMW  BpavYamm-cneumanmucTtamm B YC/IOBMAX  CTalMOHapa
KPYrnocyTouyHoro npebbiBaHMA W BKAOYAeT B ceba npoduNakTMKy, AMArHOCTUKY, fedeHue
3ab0neBaHMn M COCTOAHMI, TPebyroWmMx WMCNOAb30BAHWA CreumanbHbIX METOA0B W C/IOMKHbIX
YHUKaNbHbIX MEAMLUMHCKUX TEXHONOTMM, a TaKKe MeAMUMHCKYI0 peabunutaumio, KoTopas
OKa3blBAETCH  MEAMUMHCKMMM  OpraHuM3aumamy, WMEWMMM  HeobXoaAMMyd  mMaTepuanbHO-
TEXHUYECKyto 6a3sy, HaaMuyme BbICOKOKBANMDULMPOBAHHbLIX CMELMANNCTOB U JIMLEH3NI0 Ha
OCyLLIEeCTBNEHNE MeANLMHCKOM AEATENbHOCTU.

Ha gaHHOM ypOBHe oKa3aHusa meaMUMHCKoN nomolum nauneHTam ¢ OS1/1, TakTMKa obcnenoBaHmAa 1
ledeHns, a TakKe onpegeneHue LenecoobpasHOCTM rocnuTanm3almm ycTaHaBAMBAETCA BpaYamm-
remaTofioramm c NpPUBAEYEHNEM, B Cly4ae HEODXOAMMOCTM MHbIX Bpayen-cneumanncros. PelleHne
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KOHCN/InymMa Bpaqeﬁl O(bOpNU'IﬂeTCFI NMPOTOKOJZIOM, NOANMUCbIBAETCA BCEMUM YHaCTHUKaMMN N BHOCUTCA B
MEeONUNHCKYO AOKYMEHTAUWMIKO NMNaunNeHTa.

MNpwn BblABNEHUN WMAM nodo3peHun Ha OJ1/1 B xoAe OKasaHWs CKOPOM MeaMLMHCKON MOMOLLN
naumMeHTa HanpasAslT B MeAMLMHCKME OpraHu3auum, OKasblBaloWme MeAMLMHCKYIO MOMOLLb
nauMeHTam C remaTosIorM4eckMmMmM/OHKONOMYECKMMM 3ab0NeBaHNAMM, 419 ONpeaeneHnsa TakTUKM
BeEHNS U HEODBXOANMMOCTM NMPUMEHEHUSA AOMOJIHUTEIbHO APYIMX METOAO0B CMeLmanm3MpoBaHHOro
NPOTUBOOMYXONEBOr0 eYEHUSA.

MokasaHuA gNs rocnmMTannsaumm 8 craumoHap (naaHoBo):
* [lepBMYHO NPV MOAO3PEHUM Ha 3/0Ka4ecTBeHHoe 3aboseBaHMe KpoBM A1A MNPOBEAeHMS

[MarHOCTUYECKOro 3Tana
* HeobxoAMMOCTb NPOBeAEHMA OYepeaHOro sTana Tepanum (Kpome NoaaepsKuBatoLLen Tepanmnm)

MoKa3aHuA gNA rocnnTaamM3aunm B CTaumnoHap (3KCTPEeHHO):
= [lepBMYHO NpM MNOAO3PEHMM Ha 3/10KaYecTBeHHoe 3aboneBaHuMe KpoBM A/ NPOBeAeHMS

NepBMYHOro NleYeHnn
= Jlioboe yxyAlleHne COCTOAHMA MauMeHTa, PasBUTME OCIOMKHEHMI, Tpebylollmx nposeaeHMS
9KCTPEHHOW Tepanum B yCIOBUAX CTaLMOHapa

= [logo3peHune Ha peunamns 3abosesaHns/pa3BuUT1E BTOPOI ONyxom

MoKa3aHUsA K BbINMUCKE NaLMeHTa U3 MeaANLMHCKOV opraHu3aLmm
=  OKOHYaHMe 3Tana Tepanunmn Npm yCroBUM OTCYTCTBUA MHPEKLIMOHHbBIX M TOKCUUYECKMX OCTIOKHEHWN,

CUCTEMHBIX HapyLIEeHWI, TPeOYIOLWMX Tepannmn B yCI0BMAX CTallMOHapa

=  OKOHYaHME MHTEHCUBHOM Tepanum NP COXPaHEHUN KAMHUKO—TeMaTON0rMYeCKoM PEMNCCUM

= B cayyae NpuMsHaHWA naumeHTa MHKypabenbHbiM, A0S AafbHEeNero okasaHua NaaanaTMBHOM
MeANLIMHCKON NOMOLLM B MEAMLIMHCKON OpraHmn3aLmm no MecTy XntebCTaa.

KpVITepI/IVI OUEeHKH Ka4eCTBa MGLI,VILI,VIHCKOVI nomouwu
Kputepuu otBeTa Ha Tepanuio

Kputepuu pemuccum:

Mepudepuryeckan Kposb

= OTCcyTCTBME BacTemuu;

= abCcontoTHOE KOMYecTBo HelTpoduaos bonee 1,0 x109 /n;

= TpombouunTbl 6onee 100 x 109 /n;
= OTCyTCTBME H1aCTOB M MPOMUENOLMUTOB B NEPUPEPUYECKON KPOBM.

KoCTHbI Mmo3r
= meHee 5% 61aCTOB NPU KNETOYHOM KOCTHOM MO3TE;
= OTCYTCTBME 3KCTPAMeayNNAPHbIX 04aroB.

Helponelikos
= OTCYTCTBME 61ACTOB B CMMHHOMO3TOBOWM MAKOCTM NMPU LMTONOMMYECKOM UcCnea0oBaHM. MoxkeT
HabatoaaTbeA UMTO3 Honee 5 KN/MKA, HO JaHHbIN NPU3HAK He ABNAeTCs 06A3aTe/IbHbIM.

PedpaKkTepHOCTb:
= OTCYTCTBME PEMMUCCUM NOCAE 3aBeplleHna | dasbl MHAYKLMK
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Mporpeccusn:
= YBe/IMYEHNE HE MeHee YeM Ha 25% KO/IMYecTBa LMPKYIUPYOLWMX 61acToB MM 61aCTOB B KOCTHOM
MO3re W/I1 MOABMIEHNE HOBbIX SKCTPAaMEeyN1APHbIX 04aros Peuynams:
= KOCTHOMO3roBOW peLnaMB — BbISIBJIEHWE MPU OYepPeaHOM UCCNeJ0BaHNM B KOCTHOM Mo3re bonee
5% 61acTOB y NauUMeHTa ¢ paHee NoATBEPKAEHHOM KOCTHOMO3IOBOM peMUCcCuen;
= Helpopeunams — BbiABAEHWE HAACTOB B CMMHHOMO3rOBOM KMAKOCTM BHE 3aBMCMMOCTM OT LIMTO3a
NAN 0OBEMHOTO BHYTPUYEPENHOTro 06PasoBaHWA C TUCTOIOTMYECKUM MOATBEpKAeHnemM. [pu
OTCYTCTBMM BO3MOMKHOCTM NpoBeAeHMA Bruoncum obpa3oBaHma MOXKeT bbiTb BbinosHeHa M3T/KT.

= TecTUKYNApHbIM peunans — AMArHOCTUPYeTCs Ha OCHOBAHMM OAHO- WAM  [IBYCTOPOHHEro
6e3601e3HEHHOr0 OMNYXaHMA ANYKA, YNTIOTHEHHOTO NPW Naibnaumm.
= [lpyrme 3KCTpamedynnapHble peuuamBbl  — MOPAXKEHWE KOXKKM, OpbUTbI, CpeaocTeHMs,

NMMOOY310B, MUHAANNH U Ap. BEPUOULMPYETCA TMCTONOTMYECKM U MMMYHOTMCTOXMMMNYECKMN.

Ne

13.

14,

15.

16.

17.

18.

19.

20.

21.

22.

Kputepumn Kayectsa
MNaumeHTy mnagwe 18 net c nogospeHmem Ha OJ1/1, a ¢ sepudnumpoBaHHbim OJ1/1
npv NepBMYHOM Mpueme, Ha 8 AeHb MHAYKUMOHHOM Tepannuu 1 aanee BO BpeMA
nposeaeHnsa XT BbIMNOJIHEH 0OWMI (KAMHUYECKNI) Pa3BEPHYTbIN aHa M3 KPoBM C
anddepeHUMpPOBaHHbIM NOACYETOM NEMKOLMTOB (NerKounTapHaa dopmyna)
MNaumeHty Mmnagwe 18 netr ¢ nogo3peHmem Ha OJ1/, a Takke ¢
BepudnumpoBaHHbim OJ1/T Ha 3Tane WMHAYKUMM (Ha 15- AeHb Tepanum M no
OKOHYaHWM MHAYKLMKN) BbINONHEHO NONYYEHUE LIMTONOrMYECKOro npenapata KM
nyTem MNYHKUMW C NOCAeAYOWNMM LUMTONOTMYECKMM UCCAed0BaHMEM Ma3Kka KM
(Mmenorpamma)
MayneHTy maagwe 18 net ¢ nogospeHnem Ha OJ1/1 BbINOAHEHO LMTOXMMMUYECKOE
nccnenosaHue npenapata KM
MaumeHty mnagwe 18 net ¢ nogo3peHnem Ha OJ1/1  BbINOAHEHO
MMMYHObEHOTMMMPOBAHME TEMOMNO3TUYECKNX KNETOK-NpeaLlecTBeHHNUL, B KM
MauneHTy mnagwe 18 net ¢ nogo3peHmem Ha OJ1/1 BbINOAHEHO UMTOreHeTMYecKoe
nccnenoBaHue (KapmoTumn) U MONEKYNApHO-reHeTu4eckoe mnccneaoBaHme (FISH-
MeTo/) Ha OZIHY Napy XPOMOCOM acnmpata KM
MaumeHTy monoxe 18 net c nogospeHmnem Ha OJ1/1, a Takke c BepudMLMPOBAHHbBIM
O/1/1 B [AMarHOCTUYeCKU nepuoa W B Mpouecce Tepanum BbIMOJHEHbI
CNMHHOMO3roBaA MyHKUMA C NOCAeAyroLMM MUCCNeaoBaHMeM YpPOBHSA Oenka B
CMUHHOMO3rOBOWM XNAKOCTHM , UCCeJ0BaHME YPOBHS 1OKO3bl B CMMHHOMO3rOBOW
MUOKOCTU, MWKPOCKOMMYECKOEe MCCNeloBaHME CMMHHOMO3IOBOM KWAKOCTH,
noAcYeT KNETOK B CYETHOW Kamepe (onpeaeneHne UMTO3a) M LMTONOrMYECKoe
nccnenoBaHme KNETOK CMMHHOMO3IOBOM XUAKOCTH
MaupeHTy monoxe 18 net ¢ BepudumUMpoBaHHbIM AmMarHozom OJ1/T Ha3HayeHo
fleyeHme NO 0AHOMY M3 CNedyrolmX TepaneBTUYEeCKMX MPOTOKO/I0B, MPOTOKObI
rpynnbl MockBa —bepanH (ALL-MB-2008 man ALL-MB-2015) anbo npoToKobl
rpynnbl BFM (ALL-BFM-95 nan ALL-BFM-2000)
MaumeHTy monoxe 18 net ¢ BepudmUmMpoBaHHbIM anarHozom OJ1/1 BbinoaHeEHa
npodunakTnKa nedyeHmne Helmponemnkemmm
MNaumeHTy mnagwe 18 net ¢ BepuduumpoBaHHbIM AnMarHodom OJ1/1 HasHadveHa
noAfeprkmMBatoLLan Tepanmm aHTMMeTaboanTamm
MNaupeHTy mnaawe 18 net ¢ Ph+-O11 (ONIN1 ¢ Hanmunem dunagensouiickonm
xpomocombl — t(9;22)(q34;911.2)/BCR-ABL1) K cTaHO@pTHOM Tepanumn oHaBAeHbI
NTK
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MNposeaeHo

[a/Het

La/Het

[a/Het

[a/Het

[a/Het

La/Het

Da/Het

Da/Het

Da/Het

Da/Het



23.

24.

MNaumeHTam mnague 18 net ¢ BepudpuumpoBaHHbiM amarHozom OJ1/1 Ha nepuos
MHTEHCMBHOW TepanuMmM yCTaHOBEH LLEHTPAIbHOrO BEHO3HOMO KaTeTepa
MaumeHTy mnaawe 18 net ¢ BepudmumpoBaHHbiM AnarHoszom OJ/1/1 B nepsble AHU
(Hegenwn) Tepanum NPOBOAATCA TEPANEBTUYECKME MEPOMNPUATUA, HANpPaBIEHHble Oa/Het
Ha npodunaktury COJI

Ja/Het
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MNpnnoxeHuns

5

Memodonoeus pa3pa6omKu KAUHUY€eCK020 npomokKorsia

LLIkana OLEHKM YPOBHEN AOCTOBEPHOCTM AOKasaTenbcTs (Y1) ana meTonos
[AVarHoCTUKM (AMarHOCTUYECKMX BMeLLaTe1bCTs)

yaa
CuctemaTtnyeckme 0630pbl UCCNEA0BAHUM C KOHTPONAEM pedepPeHCHbIM METOA0M U/
CUCTEMATUYECKMI 0630p PaHAOMU3NPOBAHHbIX KAMHUYECKMX nccnedoBaHunii (PKN) ¢
NPMMEHEHMEM MeTa-aHaIM3a
OTaenbHble UCCNeA0BAHNSA C KOHTPOEM pedepeHCHbIM METOA0M UM OTAE/IbHble
PAHAOMM3MPOBAHHbLIE KAMHUYECKME UCCNeJ0BaHUSA U CUCTEMATUYECKMe 0030pbl
ncenesoBaHMmn
KAnHWYecKkme nccneanoBaHua, c NpUMeHeHMeEM MeTa-aHaAn3a
NccnenosaHus 6e3 nocienoBaTeIbHOro KOHTPOS pedepeHCHbIM MEeTOA0M U/U
nccnenoBaHns ¢ pedepeHcHbIM MEeTOA0M, He ABASAOWMMCA HE3aBUCUMbIM OT UCCAEAYyEeMOro
MeToAa AN HEPAHAOMM3NPOBAHHbIE CPaBHUTENbHbIE NCCNEA0BaHMNSA, B TOM YMCae
KOropTHbIE UCC/leA0BaHMA
HecpaBHUTENbHbIE MCCAEA0BAHMA, ONMUCAHME KNMHUYECKOTO Cay4Yasn

LLIkana OLeHKN ypoBHel [OCTOBEPHOCTU AoKa3aTenbeTs (YALA) ans metonos NnpodrnakTUKK,
NeveHnn n peabuantaumm (npopunakTMyeckux, nevyedbHoix, peabunnTaunMoHHbIX BMELLATE/IbCTB)

A~ NN e

yaAa
CuctemaTnyeckmin 063op PKU ¢ npumeHeHMem meTa-aHaan3a
OtaenbHble PKN 1 cuctematnyeckme o63opbl nccnenoBaHmin Ntoboro an3aiHa, 3a
nckatodeHnem PKU, c npumeHeHnem meTa-aHaamsa
HepaHAOMM3NPOBAHHbIE CPAaBHUTE/IbHbIE MCCAEA0BaHMA, B T.4. KOTOPTHbIE MCCAe0BaHMA
HecpaBHUTENbHbIE MCCAeA0BaHMA, ONMUCAHME KAMHUYECKOTO Cayvaa Nan Cepumn Cayyaes,
nccneoBaHNA «Cy4a-KOHTPONbY
MmeeTca anib 060CHOBaHME MexaHM3Ma AeNCTBUA BMeLLaTeNbCTBa (A0KANHNYECKME
nccnenoBaHMA) MAM MHEHMe 3KCNepToB

LLIkana oueHKM ypoBHel ybeamuTenbHOCTM pekomeHaaumi

YPP

CunbHaa pekomeHZauMa (Bce paccmaTpuBaemble KpuTepun 3PGeKTMBHOCTU (MCXoabl)
ABNAOTCA BaXXHbIMW, BCE MWCCNEAOBAHMA WMMEIT BbICOKOE WAM YAOBNETBOPUTENBHOE
METOA0/IOTMYECKOe KaYecTBO, WX BbIBOAbl MO MHTEPECYIWMM UCXOAaM  ABASHOTCA
COTNacoBaHHbIMM)

YcnoBHas pekoMeHaauma (He Bce paccmaTpuBaemble KpuTepun addOEeKTUBHOCTU (MCXOAbl)
ABNAIOTCA Ba)KHbIMM, HE BCE MCCNEAO0BaHMA MMEIOT BbICOKOE WAW yA0BAETBOPUTENbHOE
METOA0/IOTMYECKOe KAaYecTBO M/UAWM MX BbIBOABI MO MHTEPECYIOWMM MCXOA4aM He ABASHOTCA
COTNacoOBaHHbIMM)

Cnabas pekomeHZaums (OTCyTCTBME [O0Ka3aTeNbCTB  HaANexallero KayectBa (Bce
paccmMaTpuMBaemble KpuTepun 3POEeKTUBHOCTM  (MCxoAdpl) SBASIOTCA HEBaXKHbIMKU, BCe
nccnenoBaHMA UMEOT HU3KOe MEeTOA0/10MMYECKOe KayeCTBO M MX BbIBO/bI MO MHTEPECYIOLLMM
MCX04aM He ABAAIOTCA COrNacoBaHHbIMM)
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[Tpomokonel neyeHua O/1/1y nayueHmos 0o 18 nem

OCHOBHbIE MONIOXKEHNA N CXEMbI TEPANUMK NPOTOKONA POCCUUCKON UCcneaoBaTenbckon rpynnbl ALL-MB
2015.

B wuccnemoBaHmm ALL-MB 2015 BMeCcTo NOHATMA «rpynna PUCKa»  MUCMOAb3yeTca TepMMH
«TepaneBTUYeCKad rpynna». TepaneBTUYeCcKas rpynna onpeaenseTca npeasapuTesibHO nepes Havyaaom
Tepanuun 1 OKOHYaTeIbHO OnpeaenAeTca Nocae Mo y4eHWA pe3ynbTaToB reHeTUYEeCKOro Nccaeg0BaHmA.
MOBTOPHO KaXAbli NauyeHT oueHMBaeTcs Ha 36 aAeHb Tepanuum (ana ON1/1 w3 B-kneTok-
npeawectBeHHMKoB), Ha 15 u 36 aeHb (gna T-OJ1/1) u, B cayvae MNAOXOro OTBETA Ha JievyeHue,
nepeBOAMTCA B OAHY M3 rPynn BbICOKOTrO pUCKa. [MpOTOKON ANA KOHKPETHOW TepaneBTUYECKOW rpynnbl
O0/KHbBI NOYYaTb TOMbKO Te MaUMeEHTbl, Y KOTOPbIX M3BECTHbI BCE MHULIMAbHbIE AaHHbIe M MPOBeAEHbI
BCe HeobxoanMble obcnenoBaHms. Ecam MHGopmaLms No Kakomy - NTMHO NMYyHKTY OTCYTCTBYET (Hanpumep,
He NnpoBeAeHO UMMYHObEHOTUNMPOBAHME, NEPBMYHAA tOMDaNbHAA NYHKUMA U T.A.), NAUMEHT HE MOXKET
ObITb OTHECEH ONpeaeNeHHOM TepaneBTUYECKOW Trpynne, M TepaneBTUYECKMIM NAaH ONA Hero
yCTaHaBAMBAETCA MHAMBUAYANbHO PYKOBOAUTENEM UCCAEA0BAHMA COBMECTHO C BPA4YaMM KINHUKMN.

Bce nauneHTbl (21 200a u < 50 nem)

/\

B-precursor ALL T-ALL Ph*-ALL
Fpynnei A-E rpynnaT rpynnaF
\\ /\\
\;\;
| 21u<15ner || 215ner With WBC 2 t(12:21) SRG ImRG HRG
100.000/mKl;
FpynnaC t(4;11) rpynna1221 rpynna rpynna pynna
T-SRG T-ImRG T-HRG
FpynnaD /\
SRG IMRG SRG ImRG
Fpynna Fpynna rpynna
A 1221-SR | | 1221-IR

Hem pemuccuu Ha 36 0eHb

TrCK B 1-i1 pemuccumn

J
e

CTpaTuduKauma Ha TepanesTUYECKME rpynnbl B uccnegosaHuu ALL-MB 2015
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KpuTtepun ctpaTuduKaumm Ha TepaneBTUYECKUE TPyNnbl
Bce naumeHTbl M3HaYaNbHO CTPATUOULMPYHOTCA B 3aBMCMMOCTM OT MMMYHODEHOTMNA BAACTHbIX KNETOK
Ha OJ11 n3 B-kneTok-npeawectseHHNKoB un T-OJ1/1. MaumeHTbl ¢ Haanumem Ph-nosuTtmsHoro OJ1J1
(t(9;22); BCR-ABL1) BblaenatoTca B 0TAENbHYIO rpynny (rpynna F).

Cpeam naumneHTos ¢ OJ1/1 n3 B-kneTok-npelwecTtBeHHUKOB BblAENAOTCA:

= [laumeHTbl c t(12;21) noboro BO3pacTa M HE3aBUCMMO OT HaAMU4MA/OTCYTCTBMA N0ObLIX APYyrux
KPUTEPUEB, BbILENAKOTCA OTAENAb HO. B 3aBMCMMOCTM OT Ha/MYMA UM OTCYTCTBMA LOMOAHUTENbHbLIX
KAMHUYECKMX KPUTEPMEB OHM AEeNATcAa Ha 2 rpynnbl: rpynny «1221 -SR» (naumeHTbl «CTaHAAPTHOTO
pucka») n rpynny «1221-IR» (NaumeHTbl «NMPOMEXYTOUYHOro pucka»). lNpynna «1221-SR»: MHMUMANbHOE
KOAMYecTBo nenkoumntos <30x10°/n n pasmepsl ceneseHkn <4 cm, crtatyc LHC I/Il. Tpynna «1221-IR»:
MHULIMAZIbHOE KOMIMYECTBO NeiKoumTos >30x10%/n u/unu pasmepsbl ceneseHkn >4 cm u/van ctatyc LIHC
[l (;OCTaTOYHO OAHOTFO KpUTEPMUS).

= B TepaneBTMYecKkyto rpynny D HE3aBMCMMO OT BO3pacTa BblAENAOTCA NaUMEHTbl C MHULMANBbHBIM
nemkoumTtosom >100x10°/n (rpynna «D1») u/uam Hanmumem t(4;11) HE3aBUCUMO OT MHULMANBHOTO
nenkoumTosa (rpynna «D2»). Mpu 3ToM 60/IbHbIE C MHULMAABbHBIM eiKoLMTo30M >100x10%/n 1 t(12;21)
B rpynny «D1» He BKAOYatOTCA.

= Cpeayn OCTanbHbIX NALUMEHTOB MPOBOAMTCA CTPATUOMKAUMA B 3aBMCMMOCTM OT BO3PAcCTa: NaLMeHTb
Maaguwe 15 neT nony4yaroT Tepanuio B 3aBMCMMOCTM OT Ha/IMYMA WAM OTCYTCTBMA AOMNOJIHUTENbHbIX
KpuTepmes: rpynna «A» — nauMeHTbl «CTaHAAPTHOrO pPWCKa» W rpynna «B» — nauneHTsl
«MPOMEXKYTOYHOTO pUCKa». Fpynna «Ax»: MHULMANbHOE KONNYeCTBO NekoumTos <30x109/1 1 pasmepsi
ceneseHkn <4 cm, ctatyc LHC I/1l. Fpynna «B»: MHULUMANbHOE KOMYecTBO ferkoumntos >30x109/n n/mnu
pa3smepbl ceneseHkun >4 cm u/mnm ctatyc UHC Ill (moctaTouHo 0AHOrO Kputepmsa).

= BoJibHble cTaplle 15-Tn neT BblASNAOTCA B OTAENbHYHO TepaneBTMYecKyto rpynny «C».

® [laumneHTbl ¢ OJI/1 U3 B -KneToKk-nNpeaecTBEHHMKOB BCeX TepaneBTUYecknx rpynn («A», «B», «C»,
«D1», «D2», «1221-SR», «1221-IR») npmn OTCYTCTBMM pemmnccumn Ha 36 AeHb Tepanuu nepeBoaAaTcs B
rpynny BbICOKOro pucka (rpynna «E»).

MaumeHTbl ¢ T-OJ1/1 He3asuUCUMO Om 803pacma Pa3AeNATCA Ha 3 TepanesTUYecKme rpynnbl (HU3KOro,
NPOMEXKYTOYHOTO 1 BbICOKOTO puUcKa). CTpaTudMKaLma NpomM3BOAMTCA Ha OCHOBaHMM 3Kcnpeccmn CD1a
n T-kneto4HbIx peuentopos (TCR — T cell receptor) Ha 61acTHbIX KNeTKax 1 oTBeTa Ha 8, 15 1 36 aeHb
Tepanuu. Ona kaxaon rpynnbl («T-LR», «T-IR», « T-HR») npeaycmoTpeHa cBOA AMHMA Tepanuu.

Mpynna «T-LR»: «CD1a+, TCR—» npu nHUUMansHoM neitkoumutose <500x10%/1 1 n pu yCI0BMM XOPOLLEro
oTBeTa Ha 8 (<1000 61acTHbIX KneTok/mrn MK) n 15 (<30% B8 KM) AHM Tepanuu 1 AOCTUMNKEHUA PEMUCCUN
Ha 36 AaeHb Tepanuu. Mpu Hannumm Ha 8 AeHb Tepanum 21000 6acCTHbIX KNETOK B MKA MK naumeHTbl
nepesogAatca B rpynny T-IR.

Fpynna «T-IR»: «CD1a+, TCR+» nam «CD1la—, TCR—» npu yCc/I0BUM XOpOoLero oTeeTa Ha 15 AeHb Tepanuun
(<30% B KM) 1 OCTUKEHMA pEMUCCUN Ha 36 AeHb Tepanuu.

MaupeHTbl rpynn T-LR 1 T-IR npu naoxom oTeeTe Ha 15 aeHb (230% B KM) MK He AOCTUNKEHUN PEMUCCUMU
Ha 36 AeHb Tepanun NepeBoaATCcs B rpynny BbICOKOro pucka (T-HR).

[auneHTbl ¢ BapuaHToM akcnpeccum «CD1a—, TCR+» n3HavanbHO oTHOCATCA K rpynne T-HR.
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TepanesTMYeCKUe NNaHsbI

MagneHTbl rpynn «A», «B», «1221-SR», «1221-IR» nonyyatoT MHAYKUMIO, TPM KOHCOAMAQAUUM W
noAfep:KuMBatollyto Tepanuto. aumeHTbl rpynnsl «B» B Bo3pacte 10 net wm crapwe nosyyatoT
[ONONHUTENBHO KpaHWanbHoe obnyyeHne B aose 12 p. Tepanua rpynnbl «1221 -SR» npakTU4Yeckn He
OT/IMYAETCA OT TaKOBO 1 B rpynne «A», a «1221-IR» — 0T TakoBOM B rpynne «B». EAMHCTBEHHbBIM OTAMYMEM
ABNAETCA TO, YTO HUKTO M3 NALMEHTOB rpynmnbl «1221» He nonydaeT KpaHMaabHOe 0b1ydYeHme.
MaumeHTbl rpynnbl «C» nocne MHAYKUMW MOoAyyYatoT 6 KoHcoamaauui ¢ obwmm konmvectsom 36
BBeAEHMI acnapariMHasbl, Ho B Ao3e 5 000 E/] (Takmm obpas3om, KyMynATMBHAA [03a acnaparmHasbl
COOTBETCTBYET TAaKOBOM A/151 DOJIbHbLIX MPOMENKYTOYHOIO pUCKa nccaenosaHmnin ALL-MB 2002 n ALL-MB
2008), n noaaepskuBatolWyo Tepanuto. [aumeHTbl 3TOM rpynmnbl NPU OTCYTCTBMU MHUUMANABHOTO
nopaxkerHus LUIHC He obnyyatoTca.

MaumeHTbl rpynnbl «D1» noay4atoT MHAYKUMIO, TPM KOHCOAMAQUMM, KpaHManbHoe obnyyeHne B ao3e 12
W nogaepxuBatoulytd Tepanuto. [MaumeHTam 3toM rpynnbl M3 - acnaparMHa3a BBOAMTCA Ha
5-e CyTKM MHAYKUMK (3 He Ha 3-U, y4nTbIBaA, KaK NpaBmao, BObLYIO Maccy onyxoaun). Tepanua B rpynne
«D2» aHanornyHa Takoso B rpynne «D1», HO C AONONHUTENbHBIM BKAOYEHWEM BBeAeHN bopTezomnba
B peUMHAYKLMAX.

MaupenTbl rpynn «T-LR» mn «T-IR» nony4atoT MHAYKUWUIO, TPWU KOHCONMAAUMU U NOAAEPHKMBAIOLLYIO
Tepanuto. MauneHTbl 3TUX TPynn Npu OTCYTCTBMU WMHUUMaNbHOrO nopaxkenua LIHC He obayyatoTcs.
MauneHTbl rpynnbl «T-IR» noay4atoT AONOAHUTENBHYIO 2-10 a3y UHAYKLUMOHHOM Tepanuun (Protocol 1b).
MaumeHTbl rpynnbl «F» NoAyYatoT MHAYKLUMIO, TPU KOHCONMAALNK, KpaHWaNbHoe 061yYeHme B fo3e 12 rp
M NOALEpPK MBatolyt Tepanuto. HaumHaa ¢ 15 AHA MHAYKUWMK, B TeyeHWe BCel Tepanuu (BKatoYas
NOAAEPKMBAIOLLYIO) M KaK MUHMMYM elle 3 roga noc/e ee OKOHYaHMA, NalMeHTbl MOCTOAHHO NOyYatoT
nMaTMHMG B Ao3e 300 mr/m?/cyT, ecin B NpoLLecce MOHUTOPUPOBAHUA MOIEKY/IAPHOIO OTBETa He B
O3HWKHET HeobxoAMMOCTM B yBEAMYEHUM O03bl MMATMHMOA MAM B CMeHe npenapata Ha Apyrow
MHTMOBUTOP TMPO3UHKMHA3I.

Bce naumeHTsl rpynn « A», «B», «C», «1221», «T-LR», «T-IR» npu HaAU4YNUMU UHULMANBHOTO NOPAXrKEHUA
LIHC (LHC Ill) nony4atoT Tepanmio cornacHo NpPOTOKOY ANA COOTBETCTBYHOLLLEM TEPANeBTUYECKON rpynmbl
C AOMNONHUTENIbHBIM NPOBEAEHNEM KPaHManbHOro 0b61yy4eHns 8 4ose 12 rp.

MaupeHTbl rpynn «E» 1 «T-HR» (NaumeHTbl BbICOKOrO pUCKa) MO OKOHYaHUM MHAYKLUMM NOAYYatoT H10KM
MXT «F1» n «F2». [lanee, B 3aBUCMMOCTM OT CTaTyCca PEMUCCUN N UMMYHOOTMYECKON NPUHAANEKHOCTH
61acTHbIX KNeTok (He-T-OJ1/1/T-O/1/1), pa3nnyHbie 610KM MHTEHCUBHOM XMMUOTEPANUK, B pAAe Cay4aes
SKCMEepPUMEHTA/IbHYIO Tepanuio C BKAOYEHMEM HenapabuHa uam knodapabuHa. B psge cnydaes
naumeHTam rpynnbl  «E» MOXKeT OblTb nNpeanoxeHa Tepanua npenapatom HAMHATYMymao,
npeAcTaBAAWMM M3 ceba MOHOKNOHaAbHOe Bucneumduyeckoe aHTMTENO aHTM-CD19. Bcem naupmeHTam
rpynn «E» n «T-HR» (NaumeHTbl BbICOKOrO pUCKa) Nocae AOCTUKEHMA PEMUCCUM B PaMKaxX XMMMOTEpanmnm
BbICOKOIO PMCKa B MaKCMMasibHO KOPOTKME CPOKM 0 BamnraTHO NokasaHa annoreHHaa TKM ntoboro Tmna
(B 3aBMCMMOCTM OT AOCTYNMHOCTN AOHOPOB U OT TEXHUYECKMX BO3MONKHOCTEN).

lNosatomy BCcem naumeHtTam 3Tmx rpynn HLA-TunmposaHue M mMHuuUMauma nomcka HLA-coBmecTMmoro
[OHOpPa A0/IKHbI MPOBOAMTLCA Cpa3y Nocae CTpaTUudUKaLMM NaL, MEHTOB B 3Ty TepaneBTMYECKYHO rpynny.
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CxeMbl Tepanuu

NHOYKYuA

e /[lekcameTasoH — 6 mr/m?/cyT per 0s B 2 npuéma (BBeAeHnA) B AeHb C UHTEPBaSIOM COOTBETCTBEHHO B
12 vacos. HM ¢ 1 -ro no 28-i. NonHaa cyToYHasa A03a AOCTUraeTcA NMOCTEMEHHO B 3aBUCMMOCTM OT
MHULMANBbH O Macckl onyxonun. C 29 aHA Tepanmnu HAYMHAETCA CHUMKEHWE A03bl AeKcameTas3oHa: 29 -31
OHW — 3 mr/m?, 32-34 aHn — 1,5 mr/m?, 35-36 ann — 0,75 mr/m?%; nanee AekcameTas’oH OTMeHAeTcA
MONHOCTbIO.

e [sracnaprasa— 1000 En/m? B/B Kan. Ha 3 AeHb Tepanuu.

e BUHKPUCTMH — 1,5 Mr/m? (MakcvmanbHasa 1o3a 2 Mr) B/8 cTp. Ha 8, 15, 22, 29 1 36-0i AHW.

e [layHOpybUUMH — 45 mr/m 2 8/B Kan. Ha 8 1 22 AeHb Tepanuun. Y naumeHTos rpynn «A» n «1221-SR»
BBeAeHMEe Ha 22-0M JeHb OCYLLEeCTBAETCS TO/IbKO Npu obHapyKeHun 6onee 10% H6AaCTHLIX KNETOK B
KOCTHOM MO3re Ha 15-bI1 AeHb eYeHns.

e /IMaTvHUG — naumeHTbl rpynnbl «F» ¢ 15 AHA nHAyKUMK B 4o3e 300 mr/m?/cyT per os. MHTpaTeKanbHO
(MeToTpeKcaT, unTapabuH, NpeaHMU3010H) — B BO3PACTHbIX A03MposKax B 0/1, 8, 15, 22, 29 1 36-0i AHK
nevyeHuA.

[lo3anpoBaHue npenapaTos 414 UHTPaTEKAIbHOW Tepanuu
B 3aBMCMMOCTM OT BO3pacTa:

Bospact MeToTpekcar UunTapabuH MpegHn30n0oH
(mr) (mr) (mr)
MeHee 1 roaa 6 20 4
Ot 1lropa oo 2 net 8 30 6
OT 2 ropa ao 3 net 10 40 8
Crapwe 3 net 12 50 10

KoHconmpaumsa 1

e Mepkantonyput— 50 mr/m 2 B AeHb per os exeaHeBHo (7 -12 Hepens); B rpynne «T-IR» — 12-17
Heaens

e MeToTpekcat — 30 Mr/m 2 BHyTpUMbILIeYHO 1 pa3 B Hegento (7 -12 Hepens); B rpynne «T-IR» — 12-17
Heaens

[o3a 6-MTI1 n MeToTpeKcaTa KOPPUIMPYETCA B 3aBUCUMOCTU OT IEMKOLLUTOB KPOBM.
e AcnaparmHasa—BHYTPUMbILLIEYHO 1 pa3 B HEAEt0 POBHO Yepes CyTKM NOCe BBEAEHNA METOTPEKCaTa,

(7-12 Hepens; B rpynne «T-IR» — 12-17 Hegens); 8 Ao3e 5 000 Ea/m2 B rpynnax «Ax», «C», «1221-SR», B
no3e 10 000 Ea/m 2 B rpynnax «B», « D1», «D2», «F», «1221-IR», «T-LR», «T-IR»

e |IHTpaTeKanbHO (MeToTpeKcaT, UMTapabuH, NpeaHN3010H) — B BO3PACTHbIX A03MpOBKax Ha 7,9, 11 u
13 Hepgene; B rpynne «T-IR» — 12, 14, 16 n 18 HegenA

e [lekcameTasoH — 6 mr/m 2/cyT per os B 2 npuéma (BBeAeHMnA) B AeHb C MHTEPBA/IOM COOTBETCTBEHHO
B 12 yacoB Ha npoTaxeHun 10 aHen c nocneaytolle 6bICTPON OTMEHON B TedyeHMe 3-x AHEN — Hedenu
13-14; 8 rpynne «T-IR» — 18-19 Hepens.
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e BUHKpUCTUMH— 1,5 Mr/m 2 (MaKcMManbHasa 4o3a 2 mMr) B/B CTp. Ha 85, 92 aeHb (13, 14 Hepena); B rpynne
«T-IR» —Ha 124, 131 geHb (18, 19 Hepens).

e [ayHopybuumH — 30 mr/m 2 B/B Kan. [lBaskabl B rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR» —
Ha 44 n 65 aHun (Hegenn 7, 10), «T-IR» —Ha 79 1 93 aHu (Hegenwn 12, 14); n oamH pa3 B rpynne «C» — Ha
85 aeHb (13 Hepens).

e VIMaTMHNO — nauymeHTbl Tpynnbl «F» MOCTOSHHO B TEYEHME BCEM KOHCOMAaLUmMm noayyatoT B 4o3e 300
Mr/m2/cyT per os.

e bGopTesomunb — naumeHTsl rpynnbl «D2» B Ao3e 1,3 mr/m 2 8/B 60/110CHO 3a 3-5 ceK ¢ nocaeaytolmm
NPOMbIBaHNEM KaTeTepa PU3M0JIOrMYECcKMM pacTBOpom Ha 85, 89, 92, 96-11 aHu (13, 14 Hepens).

KoHconmnpauma 2

e MepkantonypuH — 50 mr/m2 B AeHb per os exxeaHesHo (15 -20 Heaena); B rpynne «T-IR» — 20-25
Heaens.

e MetoTpekcaT — 30 Mr/m2 BHyTpuMbILeYyHOo 1 pas B Hegento (15-20 Hegena); 8 rpynne «T-IR» — 20-25
Heaens.

[03a 6-MI1 n meToTpeKcaTa KOPPUrMpyeTca B 3aBUCUMOCTH OT JIEMKOLIUTOB KPOBW.

e AcnapariHasa —BHYTPUMbILWEYHO 1 pa3 B HeAEet0 POBHO Yepes CYyTKM NOC/e BBEAEHMA MeTOTpeKcaTa,
(15-20 Hepena ; B rpynne « T-IR» — 20 -25 Hegens ); 8 go3e 5 000 Ea/m 2 B rpynnax «A», «C», «1221 -
SR», B go3e 10 000 Ea/m 2 B rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR».

e /IHTpaTeKkaNbHO (MeToTpeKkcaT, uuMTapabuH, NpPeaHM30/N0H) — B BO3PACTHbIX [J03MPOBKAX —
OAHOKpaTHO Ha 141 geHb (21 Hepens) B rpynnax «A», «B (Te, Komy nnaHmpyeTcsa obaydyenme)», «D1y,
«D2», «F», «1221-SR»; 4 BBeaeHMA B rpynnax « B (He nonyyatowpe nyydesyto Tepannio)», «1221 -IR», «Cy,
«T-LR» Ha 15,17,19 n 21 Hepene; B rpynne «T-IR» —Ha 20, 22, 24 n 26 Hepene.

e [lekcameTasoH — 6 mr/m 2/cyT per os B 2 npuéma (BBeAeHMnA) B eHb C MHTePBasIOM COOTBETCTBEHHO
B 12 yacoB Ha npoTaxeHun 10 aHen c nocneaytolleit 6bICTPON OTMEHON B TedyeHMe 3-X AHEeN — Heaenu
21-22; B rpynne «T-IR» — 26-27 HepenA.

e BuHKpUCTMH — 1,5 Mr/m2 (MakcumanbHaa 4o3a 2 mr) B/B cTp. Ha 141, 148 aeHb (21, 22 Hepend); B
rpynne «T-IR» —Ha 180, 187 aeHb (26, 27 Hepens).

e [JlayHopybuunH — 30 mr/m 2 B/B Kan. Aaxkabl B rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR» —
Ha 98 n 121 peHb (Hepenn 15, 18), «T-IR» —Ha 135 n 156 aHu (Heaenn 20, 23);  oanH pas B rpynne «C»
—Ha 141 peHb (21 Hegena).

e VIMaTMHNO — nauymeHTbl rpynnbl «F» NOCTOSHHO B TEYEHME BCEM KOHCONMAALUMM NonyyatoT B A403e 300
Mr/Mm2/cyT per os.

e bBopTesommnb — nauneHTbl rpynnbl «D2» B go3e 1,3 mr /m2 8/8 60110CHO 3a 3 -5 cek ¢ nocaeayoLmm
NPOMbIBaHMEM KaTeTepa GM3MONIOrMYECcKMM pacTBOpom Ha 141, 145, 148, 152-1 aHm (21, 22 Heaens).

KoHconnapaums 3

e Mepkantonyput— 50 mr/m2 B AeHb per os exkeaHeBHO (23 -28 Heaens); B rpynne « T-IR» — 28-33
Heaens.
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e MeToTpekcaT — 30 Mr/m2 BHyTpUMbILLIEYHO 1 pa3 B Heaento (23-28 Heaend); B rpynne «T-IR» — 28-33
Henend

[o03a 6-MI1 n meToTpeKcaTa KOppPUrMpyeTca B 3aBUCUMOCTU OT IEMKOLLUTOB KPOBM.

e AcnaparmHasa—BHYTPMMbIWEYHO 1 pa3 B HeAeNto POBHO Yepes CyTKM NOCae BBEAEHMA METOTPEKCATa,
(23-28 Hepens ; B rpynne «T-IR» — 28 -33 Hepena); B go3e 5 000 Ea/m 2 B rpynnax «Ax», «C», «1221 -SR»,
B go3e 10 000 Ea/m 2 B rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR», «T-IR».

e /IHTpaTeKkaNbHO (MeToTpeKkcaT, uuTapabuH, NpeaHM30/N0H) — B BO3PACTHbIX [A03MPOBKAX —
OZIHOKpPaTHO Ha 197 geHb (29 Heaens) B rpynnax «A», «B (Te, Komy nnaHupyeTca obaydenme)», « D1y,
«D2», «F», «1221-SR»; 4 BBeAeHMA B rpynnax « B (He nonyyatowme nydesyto Tepanmio)», «1221 -IR», «C»,
«T-LR» n «T-IR» Ha 23, 25, 27 n 29 Hepene; B rpynne «T-IR» —Ha 28, 30, 32 n 34 Hepene.

e [lekcameTasoH — 6 Mr/m2/cyT per 0s B 2 npuéma (BBeAeHMA) B IeHb C MHTEPBA/IOM COOTBETCTBEHHO B
12 yacoB Ha npoTaxeHun 10 aHen ¢ nocneayowen 6bICTPOM OTMEHOM B TeYeHne 3-X AHen — Heaenm 29-
30; B rpynne «T-IR» — 34-35 Heaens.

e BuHKpUCTUH — 1,5 mr/m 2 (MakcumanbHas fo3a 2 mr) 8/B cTp. Ha 197, 204 aewHb (29, 30 Hepens); 8
rpynne «T-IR» —Ha 232, 239 geHb (34, 35 Hepgensa).

e [layHopybuumH —30 mr/m 2 B/8 Kan. OaHOKpaATHO B rpynnax «B», «D1», «D2», «F», «1221-IR», «T-LR»
—Ha 163 aeHb (24 Hepena); B rpynnax «C» n «T-IR» —Ha 197 aeHb (29 Hepena).

e /IMaTMHMO — NaumeHTbl rpynnbl «F» NOCTOAHHO B TeYeHMe BCel KoHcoAnaaLUmm nonyyatot B go3e 300
Mr/m2/cyT per os

e BopTesommnb — naumeHTsl rpynnbl «D2» B ao3e 1,3 mr/m 2 B/B 60/110CHO 3a 3-5 cek ¢ nocaeayowmm
NPOMbIBaHNEM KaTeTepa PU3MOIornMYeckmm pactsopom Ha 197, 201, 204, 208-1 anHu (29, 30 Hepens).

KoHconnaauma 4 (Tonbko naumeHTbl rpynnbl «Cx»)
e Mepkantonyput— 50 Mr/m2 B AeHb per 0s exeaHeBHo (31-36 Heaensa)
e MeToTpekcaTt — 30 Mr/m2 BHyTpMMbILLeYHO 1 pa3 B Heaento (31-36 Heaens)

[o3a 6-MI1 n meToTpeKcaTa KOPPUrMpyeTca B 3aBUCUMOCTHM OT IEMKOLMTOB KPOBU.

e AcnaparmHasa—BHyTPMMbIWEYHO 1 pas B HeAeNto POBHO Yepes CyTKM Noc/e BBeAEHNA METOTPEKCaTa,
(31-36 Hepens); 8 go3e 5 000 Ea/m2

e |IHTpaTeKkaNbHO (MeToTpeKkcaT, uuMTapabuH, NpeaHM30/0H) — B BO3PACTHbIX [J03MPOBKAX —
OAHOKPATHO Ha 253-11 aeHb (37 Hepens).

e [lekcameTasoH — 6 mr/m 2/cyT per os B 2 npuéma (BBeAeHMNA) B AeHb C MHTEPBAZIOM COOTBETCTBEHHO
B 12 YyacoBs Ha npoTaxeHun 10 AHel ¢ nocn eaytollen 6bICTPOM OTMEHON B TeYeHMe 3-X AHEN — HeJenu
37-38.

e BuHKpUCTMH — 1,5 Mr/m2 (MakcMmanbHas go3a 2 mr) B/8 cTp. Ha 253, 260 aHu (37, 38 Hepens).

e [layHopybuumH — 30 mr/m2 8/8 Kan. O4HOKpPaTHO Ha 253 aeHb (37 Heaens).

e KoHconmaaumsa 5 (ToNbKO NaumeHTbl rpynnbl «C»).

e Mepkantonyput— 50 Mr/m2 B AeHb per 0s exeaHeBHo (39-44 Hepens).

e MeToTpekcat — 30 mr/m2 BHyTpMMbILLeYHO 1 pas B Heaento (39-44 Hepens).
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[o03a 6-MI1 n meToTpeKcaTa KOppPUrMpyeTca B 3aBUCUMOCTU OT IEMKOLLUTOB KPOBM.

e AcnaparmHasa — BHYTPUMbIWEYHO 1 pa 3 B HeAe 0 POBHO Yepes CYyTKM Mocne BBeAeHUA
meToTpeKcaTa, (39-44 Hepena); 8 go3e 5 000 Ea/m2

e /IHTpaTeKkaNbHO (MeToTpeKkcaT, uuTapabuH, NpeaHM30/M0H) — B BO3PACTHbIX [A03MPOBKAX —
oAHOKpaTHO Ha 309-1 aeHb (45 Hepensa).

e [lekcameTasoH — 6 mr/m 2/cyT per os B 2 npuéma (BBeAeHMs) B AeHb C MHTEPBAZIOM COOTBETCTBEHHO
B 12 yacoB Ha npoTaxeHuun 10 gHen ¢ nocneaytollen 6bICTPOM OTMEHON B TeyeHue 3-X AHeN — Heaenu
45-46.

e BuHKpUCTUH — 1,5 mr/m2 (MakcumanbHas go3a 2 mr) 8/8 cTp. Ha 309, 316 aHu (45, 46 Heaens).

e [layHopybuumnH — 30 mr/m2 B/B Kan. OaHokpaTHO Ha 309 aeHb (45 Heaens).

KoHconmaaums 6 (ToNbKo naymeHTbl rpynnbl «C»)
e MepkantonypuH — 50 mr/m2 B AieHb per 0s exxeaHeBHo (47-52 Heaens).
e MeToTpekcaT — 30 Mr/m2 BHyTpMMbIWeYHO 1 pa3 B Hegento (47-52 Hepens).

[03a 6-MI1 n meToTpeKcaTa KOPPUrMpyeTca B 3aBUCMMOCTH OT JIEMKOLLUTOB KPOBM.

e AcnaparmHasa—BHYTPMMbILIEYHO 1 pa3 B HeAeNto POBHO Yepes CyTKM NOCAe BBEAEHMA METOTPEKCAT],
(47-52 Hepens); 8 fo3e 5 000 Ea/m2

e |IHTpaTeKkaNbHO (MeToTpeKkcaT, uuMTapabuH, NpPeaHM30/0H) — B BO3PACTHbIX [J03MPOBKAX —
OJHOKPaTHO Ha 365-1 aeHb (53 Hegena).

e [lekcameTasoH — 6 mr/m 2/cyT per os B 2 npuéma (BBeAeHMs) B IeHb C MHTEPBAZIOM COOTBETCTBEHHO
B 12 yacoB Ha npoTaxkeHun 10 gHen ¢ nocnedytolle b6bICTPOM OTMEHON B TeYyeHue 3-X AHel — Heaenu
53-54

e BuHKpUCTMH — 1,5 Mr/m 2 (MakcmanbHana ao3a 2 Mr) B/B cTp. Ha 365, 372 aeHb (53, 54 Hepens).

Bropas ¢aza uHaykuuu (npotokon Ib) (Tonbko naumeHTbl rpynnbl « T-IR»).

e Linknodocdammna— s gose 1000 mr/m2, B/B Kan. 3a 1 uac, B agHn 43 1 71.

e MecHa — 400 mr/m2 BHyTpMBEHHO neped nHdy3men umknopochbammnaa, a Takke Ha 4 1 8 yac nocne
BBEAEHMA NpenapaTa.

e LlnTapabuH—B ao3e 75 mr/m 2/cyT, BBOAUTCA BHYTPUBEHHO CTPYMHO, B AHW 45, 46, 47, 48; 52, 53, 54,
55; 59, 60, 61, 62 1 66, 67, 68, 69 (4eTbipe 4-X-AHEBHbIX HI0KA).

e MepkantonypuH — B go3e 60 mr/m 2/cyT, per os, ¢ 43 no 71 aeHb (Bcero 28 aHel; 4 Heaenm)

e |IHTpaTeKkaNbHO (MeToTpeKcaT, umMTapabuH, NpeaHN30/10H) — B BO3PACTHbIX [03MPOBKax Ha 52 1 66-
OW OeHb.

Tepanua naumMeHTOoB BbICOKOTO pucka (rpynnbl «E» u «T-HR»)

bnok F1-F2

e MeTtunnpeaHunsonoH — 80 mr/m2/cyT, per/os unm B/8 B Tpu npuéma; aHm 1 —5; 11 — 15.

e BuHKpUCTMH — 1,5 Mr/m2 (MakcMmanbHas gosa 2 mr) 8/B cTp.; AHn 1, 6 1 11.

e MeToTpekcat — 5 000 mr/m2 B/B 3a 24 yaca B AeHb 1. 1/10 obuwiel 03bl, Kak Harpy3o4Hyto 403y B/B
Kan. 3a 30 muHyT. 9/10 0buiel A03bl B BUAE ANUTENbHOM BHYTPUBEHHOM MHPY3MK 3a 23,5 Yaca.
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o ®donnHaT Kanbuma — 15 mr/m2 8/8 Ha 42 -oi1, 48-011 1 54 -bIlt Yacbl MHDY3MM MeTOTpeKcaTa

YBenYeHne Konuyectsa BBEAEHUW WU [03bl /JIEMKOBOPWMHA B 33aBUCMMOCTM OT KOHLLEHTpaLuM
MeTOTpeKcaTa B KPOBM.

e Llntapabun — 2 000 mr/m2 B/B B BMAE 3 -X 4aCOBOM UHPY3MM Ha 11 -1 1 12 -t AHK. 4 BBeAEHUs C
MHTepBasom B 12 4acos.

e [lsracnaprasa— 1000 Ea/m2 B/B KanenbHo 3a 2 Yaca; AHun 4 n 14.

e VHTpaTeKanbHO (MeToTpeKcaT, uMTapabuH, NpeaHMU30 OH) — B BO3PACTHbIX 403MPOoBKax; AHM 1 1 15.

bnok HR-1

e MeTunnpeaHnsonoH — 80 mr/m2/cyT, per/os unu 8/8 B Tpu Npuéma; aHm 1 —5.

® BUHKpUCTMH — 1,5 Mr/mM2 (MakcMmanbHasa go3a 2 mr) B/B CTp.; AHW 1 1 6.

e MeTtoTpekcaT — 5 000 mr/m2 B/B 3a 24 yaca B AeHb 1.

e 1/10 0buiel A03bl, Kak Harpy304Hyto 403y B/B Kan. 3a 30 M1HYT 9/10 obLielt A03bl B BUAE AUTENBHOM
BHYTPMBEHHOW MHPY3MM 3a 23,5 vaca.

e donuHat Kanbuua — 15 mr/m2 B/B Ha 42 -oi, 48-0M M 54 -bii Yacbl MHOY3IUM MeTOoTpeKcaTa.
YBennmyeHne KoAM4ecTBa BBEAEHWIM U [103bl JEMKOBOPMHA B 3aBUCMMOCTM OT KOHLLEHTPaUMu
MeTOTpeKcaTa B KPOBMU.

e Luknopochammna — 200 mr/m2 B/B KanenbHo 3a 1 4ac; AHM 2— 4. 5 BBEAEHUI C MHTepBaaom B 12
4acos.

e MecHa — 70 mr/m2 BHyTpMBEHHO nepes MHdy3Meln unknodocdaHa, a TakKe Ha 4 n 8 yac nocne
BBEAEHMA NpenapaTa.

e Llntapabun —2 000 mr/m28/8B B BUAE 3-X 4aCOBOM MHPY3UM Ha 5-1 AeHb. 2 BBEAEHWUA C MHTEPBAZIOM
B 12 yacos.

e [laracnaprasa—1 000 Ea/m2 B/B KanenbHO 3a 2 Yaca; Ha 6-il AeHb.

e |IHTpaTeKkaNbHO (MeToTpeKcaT, UnTapabuH, NpeaHM3010H) — B BO3PACTHbIX A03MPOBKaX; B 1-11 AeHb.

bnok HR-2

e MeTtunnpeaHunsonoH — 80 mr/m2/cyT, per/os nnv B/8 B Tpu npuéma; axm 1 — 5.

e MeToTpekcat — 5 000 mr/m2 B/B 3a 24 yaca B AeHb 1.

e 1/10 0buiei A03bl, Kak Harpy3odHyto Ao3y B/B Kan. 3a 30 MuHyT 9/10 0buieit 403bl B BUAE A/TUTENbHON
BHYTPMBEHHOM MHPY3MM 3a 23,5 yaca.

o donuHaTKanbuma—15mr/m2 B/8 Ha 42 -0i1, 48-011 1 54 -bIt Yacbl UHPY3MM METOTPEKCaTa YBEeANYeHne
Ko/IM4yecTBa BBEAEHWIA U A,03bl 1EMKOBOPMHA B 3aBUCUMMOCTM OT KOHLLEHTPALLMM METOTPEKCATa B KPOBM.
e [laracnaprasa—1 000 Ea/m2 B/B KanenbHO 3a 2 Yaca; Ha 6-i AeHb.

e VIHTpaTeKaNnbHO (MeToTpeKcaT, UnTapabuH, NpeaHN3010H) — B BO3PACTHbIX A03MPOBKaX; B 1-i AeHb.
e BuHae3nH — 3 mr/m2 (MakcMmanbHasa pa3osas 403a 5 mr) B/B B AHU 1 1 6.

o ldochamua— 800 mr/m2, B/B B TeueHune 1 yaca, AHM 2 — 4. 5 BBEAEHUI C MHTEPBaA/IOM B 12 4acos.

e MecHa — 400 mr/m2 BHYTPMBEHHO nepes uHdysneln npocbammnaa, a Takke Ha 4 1 8 yac nocne
BBEAEHMA npenapaTa.

e [layHopybuunH — 30 mr/m2, 8/B Kan. 3a 24 Yyaca, AeHb 5.
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Bnok HR-5

e MeTtunnpeaHunsonoH — 80 mr/m2/cyT, per/os nnv B/8 8 Tpu npuéma; axn 1 — 3.

e KnodapabuH—52 mr/m2 (ons 6onbHbix mnagwe 30 neT) B/ Kan. 3a 2 yaca, AHK 1-5

e Lnknopochamma— 300 mr/m2 B/B Kan. 3a 1 4yac; gHn 1 —5. 5 BBEAeHU C MHTepBaaoM B 24 Yaca.

e MecHa — 100 mr/m2 BHyTpPUBEHHO nepea MHoy3meln unknodpocdaHa, a TakKe Ha 4 1M 8 yac nocne
BBEAEHMA NpenapaTa.

e 3tonosma— 100 mr/m 2, aHn 3-5, B/B Kan. 3a 2 Yaca. 3 BBeeHMA C MHTepBaaoM B 24 yaca.

e MHTpaTeKanbHO (MeToTpeKcaT, uMTapabuH, NpeaHN30/10H) — B BO3PACTHbIX J03MPOBKaXx; B 1-i AeHb.

bnok HR-6

e MeTunnpeaHusonoH — 80 mr/m2/cyT, per/os unu 8/8 B Tpu Npuéma; aHm 1 —5.

e HenapabuH —1 400 mr/m28/8 Kan. 3a 1 4ac; aHm 1, 3, 5.

e LlnTapabuH —300 mr/m2 B/B 3a 34aca, AHW 3-5. 6 BBEAEHMI C MHTEpPBaIOM B 12 4acos.

e Linknopochammna— 200 mr/m2 B/B KanenbHo 3a 1 4ac; AHM 1 — 5. 5 BBeAeHU C MHTepBaoM B 24 Yaca.
e MecHa — 70 mr/m2 BHyTpMBEHHO Nepen MHy3nen umnknodpochaHa, a Takke Ha 4 U 8 yac nocne
BBeAeHMA npenapara.

e [lsracnaprasa— 1000 Ea/m2 B/B KanenbHO 3a 2 Yaca; Ha 6-11 AeHb.

e VIHTpaTeKaNnbHO (MeToTpeKcaT, umMTapabuH, NpeaHM3010H) — B BO3PACTHbIX J03MPOBKAX; Ha 6-1 AeHb.

Bbnok HR-7

e [lekcameTasoH — 6 mr/m2/cyT, per/os unv 8/8 B ABa Npuéma; aHn 1 — 5.

e KnodapabuH —52 mr/m2 (ans 6onbHbIX Mnagwe 30 neT) 8/8 Kan. 3a 2 Yaca, AHu 1-5.

e Llntapabun — 1000 m r/m28/8B B BUAE 3 -X 4YAaCOBOM UHPY3MK, AHM 1 -5. 5 BBEAEHWNI C UHTEPBAZIOM B
24 yaca.

e VpapybuumnH — 8 mr/m2, B/B Kan. 3a 6 4acos, AHM 3-5

KpaHuanbHoe 06ayyeHne
JlydyeBan Tepanua NpoBOAMTCA ¥ NaLMeHTOB B Bo3pacTe 10-15 neT TepaneBTUYECKOM rpynnbl «B», y Bcex

NauMeHTOB cTaplue 3 -x neT TepanesTudeckunx rpynn «D» n «F». [Jo3a 0bayyeHUa oAMHaKoBa A4 BCEX
TepaneBTUYECKMX rpynn 1 coctasnaeT 12 I'p.

JlyyeBan Tepanua NpPoBOAMUTCSA Y BCEX NALMEHTOB C MHULMaANbHbIM nopaxeHnem UHC (ctatyc LHC 111),
NPUHaANEXaLLMX MO APYrMM KpuTepmam K atobor rpynne. [1o3a ob6ay4eHns y naumeHToB B BO3pacTe oT
1 roga 4o 3 net coctasnsaet 8 I'p, B Bo3pacTe 23 net— 12 Ip.

B nepuog obny4yeHns NnpoBoANTCA 2 MHTPATEKA/IbHbIX BBEAEHMA NPEenapaTos (MeToTpeKcaT, LmMTapabuH,
npeaHnsonoH) — 1 pas B Heaento.

MepKanTonypuH— 50 Mr/m 2 B [@Hb per 0s exkeJHEeBHO Ha MPOTAKEHMU BCero nepuoaa KpaHaabHoro
obnyyeHuns. loza 6-MI1 KoppurMpyeTcs B 3aBUCUMOCTM OT NEMKOLMTOB KPOBM.

Mopaepxusatowan Tepanuma
Moaaep:kMBatoLLan Tepanua HaumHaeTca Ha 31 Heaene NPOTOKOMA ANA NALUMEHTOB TepaneBTUYECKUX

rpynn «A», «B», «D 1», «D2», «F», «1221-SR», «1221-IR», «T-LR». ¥ nauymeHToB rpynnbl «C» OHa
Ha4yMHaeTcA Ha 55 Hefene Tepanun. Y nauneHTos rpynnol «T-IR» —Ha 36 Heaene.
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MCCNEQOBAHMWE ALL-MB 2015 NOAOEPXXWBAKUWASA TEPATNWA.

VCR 1.5 mg/m” (i.v.) a a a u

DEXA 6mg/m® (p.o.) N [N N
MTX 30mg/m’ (i.m.) LT (N (N

6-MP 50mg/m?®(p.o.)

TIT

«
«
«

31 32 33 34 35 36 37 38 39 40 41 42 43 44 45 46 47 48 49 50 51 52 53 54

VCR 1.5 mg/m” (i.v.)

DEXA 6mg/m® (p.o.) R [N I
MTX 30mg/m* (i.m.) P11 T L

6-MP 50mg/m®(p.o.)

55 56 57 58 59 60 61 62 63 64 65 66 67 6B 69 70 71 72 73 74 75 76 77 78

VCR 1,5 mg/m® (i.w.)

DEXA 6mg/m” (p.o.) - -
MTX 30mg/m* (i.m.) Tl F Tl Frirrrrrirnd

6-MP 50mg/m*®(p.o.)

NoaaepKunBatoLLan Tepanus NPOLOIKAETCA A0 AOCTUNKEHMA 0OLLEN AIMTENbHOCTU NeveHna 2 roaa. OHa
COCTOMT U3 6-TW HeaeNbHbIX KypcoB MepKanTonypuH+MeToTpeKcaT, ¢ nocneaytollen 2 -x HeaeNbHOM
penHayKumnen «lekcametasoH+BUHKPUCTUH» C OAHMM MHTPATEKaNbHbIM BBEeAEeHWeM 3-x npenapaTos
(MeToTpekcaT, umMTapabuH, NnpeaHn3oa0H). MHTpaTeKanbHaa Tepanua NPoOBOAMTCS TONbKO Ha 1-m roay
Tepanuu.

e MepkantonypuH—50 Mr/m2 B AeHb per 0s exkeIHEBHO.

e MeToTpekcaT — 30 Mr/m2 BHyTpMMbIWeEYHO 1 pa3 B HeaeNto.

[o3a 6-MIN n meToTpeKcaTa KOPPUTMPYETCA B 3aBUCMMOCTU OT IEAKOLIUTOB KPOBU.

e JleKkcaMeTas3oH — per 0s exxe AHEeBHO Ha NpoTaxkeHun 10 aHel ¢ nocnenytollei ObiCTpo OTMeHOM B
TeueHue 3 -x aHel. CyTovHanA 403a NpenapaTta pacnpeaenseTca Ha 2 Npuema C MHTepBaom 12 4acos.

e BUHKPUCTMH — 1,5 mr/m? (MakcumanbHas go3a 2 mr) /s cTp. 1 pas B Hegento (B 1-M 1 8- AHM
PEeUHAOYKLMMN).

e /IHTpaTeKasbHO (MeToTpeKcaT, uMTapabuH, NpeaHM3010H) — B BO3PACTHbIX [03MPOBKax Ha 37, 45 u
53 Hepene (BMecTe C MepBbiM BBeAEHMEM BMHKPUCTMHA Ha Kaxaol peuHaykumu). [anee
MHTpaTeKaNbHaa Tepanua He npoBoAMTca. WMHTpaTeKkanbHasa Tepanusa Mocjae Jy4eBOW Tepanuu

NPOBOAMTCA ABYMSA Npenapatamu (UuTapabuH, npeaHnM3010H).
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MHpopmayua 011 nauueHma/pooumerns/onexkyHa

ﬂe17|+<03, UAn nenkemma — 3abosieBaHME KOCTHOIO MO3ra, B O6VIXO,£I,€ MHOTda Ha3blBaeMoOe «pPaKom
KpOoBU». |_|pl/l nenkose HapyweHO HOpPpMaJ/ibHOE KPOBETBOPEHNE MPON3BOANTCA M30bITOYHOE KOJINYECTBO
dHOMa/IbHbIX HE3PE/IbIX KAETOK KpOBWM — npeawecrBeHHNKOB ﬂemKOLLMTOB. 3T 6nacTHble KNETKMWN,
PasMHOXaACb W HaKan/mBaACb B KOCTHOM MO3re, MeLwatoT Bblpa6OTKe n d)yHKLI,l/IOHl/IpOBaHl/IPO
HOPMaJIbHbIX KNETOK KPOBU, HTO U O6yCI'IOBI'Il/IBaeT OCHOBHbIE CMMMTOMbI 3a60/1€BaHNS. Kporv\e TOro, 3TN
Oonyxo/sieBble KETKM MOTYT HaKan/iMBaTbCA B /'II/IMC])OV?JIaX, neyvyeHm, ceneseHke, l_LeHTpaﬂbHOVI HepBHOP’I
cncTeme N Apyrnx opraHax, TakXe Bbl3biBaA NOABAEHNE CI'IeLl,l/ICbW-IeCKMX CMMMNTOMOB.

Octpbin aumdobnactHbim nerkos (OJ11) — cambll pacnpocTpaHeHHbIM BUA, /Nelko3a y deTen u
NoApPOCTKOB, Ha ero Ao/t npuxoamtca 75-80% Bcex onyxoneBbix 3ab601eBaHMN KPOBETBOPHOM CUCTEMBI
y aeten (3-4 cnyyas Ha 100 Thicay getent B roa). Yauwle scero OJ1/1 Bo3HMKaET B Bo3pacTe A0 14 neT; nuk
NeTcKon 3a60/1eBaeMOCTM NPUXOANTCA Ha BO3PACT 2-5 1eT. Y Ma/ibiyMKOB 3Ta Hoe3Hb BCTpeYaeTca valle,
4em y AeBoyeK. TePMMH «OCTPbIM» O3HavaeT bbicTpoe pasBuTME 60Ne3HU, B MPOTUBOMONONKHOCTb
XPOHUYECKOMY NeMK03Y. TepMUH «TMMdODBAaCTHBINY 03HAYaeT, YTO HEe3PEeble KAETKM, COCTaBaoLLne
OCHOBY H0Ne3HM, ABNAIOTCA MMMPODHBAACTaMM, TO €CTb NPeALIeCTBEHHUKAMM NMMIOLMTOB.

OJ1/1 xapaKTepun3yeTca MHOXEeCTBOM Pa3/IMYHbIX MPU3HAKOB My Pa3HblX HONbHBIX MOXET NPOABAATLCA MO
-pa3HoMy. BoNbLIMHCTBO HabAOAaeMbIX CUMNTOMOB, OAHAKO, 0OYCIOBNEHO TAXKENbIMU HapyLWEHUAMM
KposeTBopeHuA. Ob6blvHO HabntogatoTca cnaboctb, 61e4HOCTb, CHUXKEHME anneTuTa, NoTepa Beca,
yyallleHHoe cepauebueHne (Taxmkapaua) — MNpoABAEHUMA aHEMUM U OMyXOJEBOW WMHTOKCUKALMK.
HepoctaTok TPOMOOUMTOB NPOABAAETCA MENKMMU KPOBOU3INMAHUAMM Ha KOXKE U CIU3UCTbIX 060N104KaX,
KPOBOTEYEHMAMM U3 ileCEH, HOCOBBIMM U KMLWEYHbIMU KPOBOTEYEHNAMM, KPOBOMOATEKAMM, CUHAKAMM.
/13-3a HakonneHuAa GNACTHbIX KNETOK 4acTo YBeNMYMBAKOTC A AMMGOY3Nbl — B YACTHOCTM, LIENHbIE,
NoAMbILLIEYHble, MaxoBble. Hepeako YBEAMUMBAKOTCA TaKKe MneyeHb W ceneseHka. [deduumt
NO/HOUEHHbIX NEMKOLMTOB NPUBOAMUT K OCNabaeH Mo UMMYHUTETa, Pa3BMBAtOTCA YacTble MHEKL MM C
BbICOKOM TeMNepaTypon.

PacnpocTpaHAACb MO OPraHN3my, NeKeMUYEeCKMEe KNETKM NPUBOLAT HE TONIbKO K U3MEHEHMAM B COCTaBe
KPOBW. TaK KaK NIeMKO3Hble KNEeTKM 3aMNONHAIOT KOCTHbIE MONOCTU M KOCTHbIM MO3r, TO NossaatoTca 60u
B KOCTAX W CyCTaBax, MHOraa BO3HMKAKOT MatosorMyeckne (To ecTb Bbi3BaHHble 3aboseBaHWEM)
nepenombl Kocter. OnyxoneBble KAETKM MOTYT CKanMBATbCA B MeYeHU, cene3eHke U NMMdaTuyeckmx
y31ax; MoryT HabatogaTbca 60m B KmBoTe. B HekoTopbix ciydanx OJ1/1 Bbi3bIBAET MU3MEHEHMA U B APYTUX
opraHax: rnasax, noykax, AM4Kkax y MasibinkoB 1 AUYHMKAX Y AEBOYEK, MPUYEM Y MAIbYMKOB NOPaKeHNe
NONOBbIX OpraHoB HabntogaeTcA Yaule. HepeAko BO3HMKAET MNOpParKeHWe LEHTPabHOM HepBHOM
CUCTEMbI — HEMPOENKEMUS.

Tak Kak Bce Habatogaemble CMMMNTOMbI MOMYT OblTb CBf3aHbl M C APYrMMM 3aboneBaHUAMM He
cneundmyHbl ans OJ1/1, nepes Hayanom neveHus Heobxoanmma NabopaTopHan AMArHOCTMKA, KOTopas B
CPOYHOM MOPSAKE NPOM3BOANTCS B DONbHUYHBIX YCNOBUSAX.

Mpwn OJ1/1 BO3HMKAOT M3MEHEHMA B OBbIMHOM KAMHUYECKOM aHann3e KPOBM: MOTYT ObiTb MOHMMKEHbI
YPOBHM 3pUTPOLMTOB WM TPOMDOLMTOB, MNOABAAKOTCA ONACTHbIE KNETKM, MOXKeT ObiTb yBENUYEHO
KO/IMYECTBO NIEMKOLMTOB. HO A8 OKOHYATENbHON ANArHOCTUKM HEOHXOAMMO NOMYYUTb KNETKM KOCTHOTO
MO3ra, A1 3TON LUean HeobxoanMma KOCTHOMO3roBas MyHKLUMA.

Mpn MOPPONOrMYECKOM UCCNEA0BaHUN AMATHO3 «OCTPbIN AMMPODNACTHbIM NEeMKo3» CTaBUTCA Npu
obHapykeHun bonee 25% HGAACTHBIX KNETOK B KOCTHOM Mo3re. Ho ob6a3aTenbHO npoussogAatca bonee
TOHKME WCCNeoBaHUA: UUTOXMMMYECKOoe (OKpallMBaHMeE KAeToK, Mno3sosAlolee 6Honee TOYHO
YCTAaHOBUTb WX MPUPOAY), LUMTOreHeTMyeckoe (M3y4eHue CTPOEHMA XPOMOCOM B JEMKEMUYECKUX
KNneTkax), UMMyHOGEeHOTUNMPOBaHME (M3ydeHne BENKOBbIX MOMEKY Ha NMOBEPXHOCTM KAETOK). [leno B
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TOM, YTO Ba*KHO He TO/IbKO AmarHoctuposatb OJ1/1, HO 1 onpeaennTb KOHKPEeTHbIN BapuaHT OJ1/1. 3710
Ba*KHOE yC/N0BME ANA NIaHMPOBAHMA Tepanmu.

Kak TO/NIbKO AMarHo3 /feriko3a MOoCTaBAeH, AN MAaHUPOBAHWA Tepanum HeobXoAMMO BbIACHUTD,
HaCKO/IbKO B MPOLLECC BOB/IEYEHbI APYrMe OpraHbl, KDOMe KOCTHOro Mo3ra. bosiee TouHyto MHbopmaLmio
[1At0T TaKMe MeTobl AMArHOCTUKM KaK Yy/AbTPa3BYKOBOE M PEHTTEHOBCKOE MCCAeA0BaHME, MarHUTHO-
PEe30HaHCHaA M KOMMbloTepHas Tomorpadua u aAp. xode AmarHocTukm OJ1/1 Takke Heobxoammo
MccnenoBaTb COCTOAHWE LLEHTPAsbHOM HEPBHOM CUCTEMbl. AHanM3 CAIMHHOMO3FOBOM KUAKOCTM
(nMKBOPA) NO3BONAET ONPEAENNTb, HET /1M Yy NAUMEHTa NOPaAXKEHUA LEHTPAbHON HEPBHON CUCTEMbI —
Helponelikemmn. ObpaseL, IMKBOPA A4 aHaM3a NOyYatoT NOCPEeACTBOM NMYyHKUMM CMTMHHOMO3FOBOrMO
KaHana (ntombanbHas NyHKUmMS).

Mepea neyeHnem (1 B Nnpougecce) y pebeHka NpoBepatoT, Kak paboTaeT cepaLe (3/1eKTpoKaparorpaMmma
— 39Kl n axokapamorpamma —3IxoKl). KomnnekcHble nabopaTopHble UcCiedoBaHMA MOMOTratoT
0H6BEKTMBHO OLLEHMTb COCTOAHME p ebeHKa M 0OHAPYKUTb HapyLleHMA obMeHa BELWECTB NN DYHKLMIA
KaKMxX -1Mb0 opraHoB. 3T M3MeHeHMA 06A3aTeIbHO YYUTbIBAOTCA BO BPEMA NedeHus. [na BO3MOXKHO
HeobXxoAMMbIX NepenmBaHMii KPOBM YCTaHABAMBAKOT rPyNmny KPOBM NaLMEHTa.

LeHTpanbHOE MECTO B /eveHuu O/I1  3aHumaeT XMMMoTepanua. Y HEeKOTOpbIX MauMeHToB
AOMNONTHNTENBHO O6/'Iy‘-|aeTCF| LeHTpa/ibHaA HEPBHaA CUCTEMA l/l/l/l/'ll/l npoBOAMUTCA TpPaHCMaHTAUNA
CTBOIOBbIX KNETOK. Llesib 1e4eHNnA—MN0 BO3SMOXHOCTY MOJIHOCTLIO YHUUYTOXUTD NeKeMMyecKkme KNeTKM BO
BCeEM oOpraHuame. VMIHTEHCMBHOCTb U MPOAO/IKUTENbHOCTb XMMUOTEPAnuu, HeO6XO,£I,l/IN\OCTb nyquon
TEPANUN N TPAHCNTAHTAUWK, a TaKKe MPOrH03 3aBUCAT OT TUMa ne17|+<o3a, Pa3/IN4YHbIX d)aKTOpOB N OTBETA
Ha Tepanuio.

XnummoTepanusa — 370 fledeHne meamKkameHTaMm (LMTOCTaTUKM), KOTopble BAOKUPYIOT AeNeHne KNeToK
nnn ybusatoT onyxosnesble Knetkn. [na Hambonee 3hpHeKTMBHOrO NedYeHus NPUMEHSAIOT Pas/inyHble
KOMBUWHaLMM NpenapaTos.

CoBpemeHHoe nevyeHne OJ1/1 OCHOBAHO Ha pasfeneHUMM MauMeHTOB Ha rpynmnbl PUCKa, OT KOTOPOM
3aBMCAT NPOrHo3 3ab60neBaHMnA U NaaHMpyeMoe neveHne. Tak, roBOPAT O CTaHAAPTHOM PUCKE, BbICOKOM
pucke u T.4. OTHeceHue K TOM WAW WMHOWM rpynne 3aBUCUT OT MHOMMX ¢dakTopos. COOTBETCTBEHHO,
NauMeHTbl, OTHOCALLMeECA K rpynnam 6o/1ee BbICOKOrO pUcKa (TO ecTb Te, y KOro M3Hava/bHblA NPOrHo3
Xy»Ke), nony4atoT 6onee MHTEHCUBHYIO TEPANUIO, a B rpynnax 601ee HU3KOro PUCKA MOXKHO MCMO/1b30BaTb
MeHee MHTEHCKMBHYIO TePanuIo M TEM CaMbiM M36eraTb M3NLWHEN TOKCUYHOCTM U TAMKEbIX OCTOKHEHWA.

Tepanua OJ1/1, Kak NpaBna0, COCTOUT U3 TPeX 3TaMoBs:

NHOYKUMA PEMUCCUMM — 3TO HAYabHbIA 3TaN MHTEHCUBHOW XMMMOTEPANNM, Leb KOTOPOTrO YHUUYTOXMUTb
33 KOPOTKOE BPEMA MAaKCMMAIbHO BO3MOXKHOE YMCN0 NEMNKO3HbIX KNETOK M AOCTUYb peMUCCUN. JledeHne
anutca npubansntensHo 6-7 Hepenb. o pemuccnen noapasymeBaeTca coaepaHuve meHee 5%
H1aCTHbIX KNETOK B KOCTHOM MO3re U OTCYTCTBME MX B KPOBM B COYETAHUMN C MPU3HAKaMM BOCCTAHOBNEHNA
HOPMaJIbHOrO KPOBETBOPEHMA. Ha 3Tom 3Tane NPUMMEHAIOTCA Pas/findHble MPOTUBOOMYXO/EBbIE
npenapaTbl. MHAYKUMA NO3BONAET AOCTUTHYTb pemuccnn bonee vem y 95% petein. KoHconmaauma
(3aKpenneHne) pemmnccum HanpasaeHa Ha YHUUYTOXKEHNE OCTaTOUYHbIXaHOMa IbHbIX 61aCTHBIX KNETOK BO
nsberkaHne peupnamsa 3abonesanHma. O6WaA NPOAOIKMTENBbHOCTb 3TOrO 3Tana COCTaBAAET HECKONbKO
MeCALEB U CU/TIbHO 3aBUCUT OT KOHKPETHOTO NMPOTOKOAA JIEHEHUSA.

CylLecTBYET TaKKe MOHATME PEMHAYKUMWN: 3TO NEPUOAMYECKM NMOBTOPAEMbIE YXKE MOCAe AOCTUKEHUS
PEMWUCCUM LMKAbI NMONUXMMMOTEPANNKN, AHANOTMYHbBIE MCMNOMb3YEMbIM MPU UHAYKUMU. PenHayKuma
No3BONAET AOMNONHUTENbHO CHU3UTb YMUCAO NEMKEMUYECKMX KAETOK M TEeM CaMblM MOBbLICUTb
«HaAEKHOCTb» PEMUCCUN.
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|_|O,£I,,£I,ep)+(l/IBaPOLLI,aFI Tepanna npoBoaAnNTCA ANA noaaepaHma peMmmnccnn, To eCtb 4194 AONOJHNTEBHOTO
CHMXEHNA PUCKa peunmanBa nocne stanos MHAYKUMKM N KOHCONMAOAUNN. Ha 3Tom 3Tane Ha3Ha4akoTCA
HEBbICOKME A03bl XMMMOMNPENapaToBs. OcobeHHOCTb 3aKk/ato4yaeTcs B TOM, 4YTO Tepanmna npoBoauTCA
ANNTENBbHOE BPEMA M HEMPEPDLIBHO — A0 AOCTUXKEHUA 2 neT OT Havyana nevyeHmns.

Ha aTanax MHAYKUMN U KOHCONMAALUMM BBEAEHNE XMMMOTEPaNeBTUYECKMX NPenapaTos NpPoOn3BOANTCA B
OCHOBHOM BHYTPMBEHHO M BHYTPMMbILLIEYHO, B YCA0BUAX DONBHMYHOIO CTauMoHapa MAM cTaumMoHapa
oaHoro aHs. MoaaepRunBatollas Tepanuns npeacTasngaeT cobor 3Tan HaMMeHee MHTEHCMBHOIO 1IeYeHMs,
npebbiBaHWe B HO/IbHULE NPKU 3TOM He TpebyeTca (3a UCKAoYEeHMEM Neproaa PeENHOYKLUMNA).

[na neveHna n NpodUNaKTUKU HEMPOAEMKEMUM Ha NEPEUYMCIEHHbIX 3Tanax XMmuonpenapaTbl 4OIXKHbI
BBOAMTLCA MHTPATEKA/bHO, TO €CTb B CMMHHOMO3rOBOM KaHa/ NocpeacTBOM /HOMOabHbIX MYHKLMNA.
MHoraa nekapcTsBa BBOAAT B Ke/yA04YKM (ocobble Mos0oCTM) rON0OBHOrO MO3ra 4Yepes crneuyasbHblit
pesepsByap OMMaiia, KOTOPbIM YCTaHAaB/AMBAETCA MOJ, KOXel ronoBbl. Y HEKOTOpbIX MaLMeHTOB
ncnonb3yetca M obydyeHne ronoBbl — KpaHWanbHoe obaydeHue. B xoae nedenuma O mosxkeTt
NPUMEHATLCA TPaHCMAaHTaLMA KOCTHOrO MO3ra OT POACTBEHHOO UM HEPOACTBEHHOro AoHOpPa. Ecan no
nNaHy NeyeHna N peaycMoTpeHa TpaHcnaaHTalma, To ee NpoBoAAT Noc/ie AOCTUXKEHMA pemmnccum. Kak
NpaBWI0, TPaHCNAAHTALUMSA NOKa3aHa TO/bKO MPU BbICOKOM PUCKE, MOCKO/IbKY BEPOSATHOCTb XOPOLLEro
OTBETa Ha CTaHAapTHyto Tepanuio npu OJ1/1 B cpeiHEM BbICOKa, OCOBEHHO y AeTeN.

K coXaneHuto, HeCMOTpA Ha BCE MepeyucaeHHble Mepbl, MHOrAa BO3HMKaeT peuuams O71 —
KOCTHOMO3rOBOW, 3KCTpaMeayanApHbIiM (TO ecTb BHE KOCTHOrO MO3ra — Hamnpumep, C NoparkeHnem
LEeHTPasibHOM HEPBHOM CUCTEMbI UAN AUYEK) UM KOMOMHMPOBAHHbIK. B aToM ciyyae nposoamTCs
npoTuBopeunanBHaa Tepanusa. Xumuotepanua O BbICOKOIOPEKTMBHA, HO 3a4acTylo TANKENO
NepeHoCHTCA MU MOXKET BbITb CBA3aHa C Cepbe3HbIMM NOBOYHBIMKM 3ddeKkTamn. TaK, B npoLecce NedeHms
NoJaBAseTCs KpOBETBOPEHME 1 ObiBAOT HEOHXOAMMbI NepeMBaHUA KOMMNOHEHTOB AOHOPCKOM KPOBM —
TPOMOOLMTOB BO M3OEKaHWE KPOBOTEUYEHUI MPU OYEeHb HU3KOM YPOBHE CODCTBEHHbIX TPOMOOLMTOB
NauMeHToB, 3pUTPOLMTOB A/14 6opbbbl C  aHemuen. [lepenmBaHMa [AOHOPCKUX /IEMKOLMTOB
(rpaHy10LMTOB) MPUMEHSIOTCA TONIbKO B PEAKMX CAYYanX NPU TAXKENbIX MHOEKLMOHHbIX OCTOKHEHUSAX.

B uncne noboYHbIX 3d)d)eKTOB XUMMNOTEPANMNN MOXKHO TaKXKe Ha3BaTb TOWHOTY, PBOTY, BbilMadeHMe BO/IOC.
Y Kax4oro 13 LMTOCTaTUKOB eCTb CBOM noboYHble 3d)d)eKTbl. Yalle BCero oHM BO3HWKaOT BPEMEHHO, HO
MHOTOda COMNpPOBOXAAKT BECb KYPC JIEHEHNA.

Cepbe3Haﬂ npo6nelv\a CBA3aHa C BO3MOXHOCTbIO a/1i/1IepPrny4eCKknX peaKu,m17| Ha XumumonpenapaTtbl, BMN10Tb
40 aHad)l/I}'IaKTVILIeCKOFO WOKa — XKUMU3Heyrpoxarwero COCToOAHNA, KOTOPOE XapPaKTEPU3YETCA OTEKOM,
3aTpygHeHNneEM AbiXaHWA, CUIbHbIM 3yAOM U T.4. Tak, CPaBHUTE/NIbHO 4YaCTO BCTPEYAETCA a/I1Ieprna Ha
acnaparnmHasy, 1 MOXeT HbITb HeO6XO,£I,l/IN\O MCMNOJZ1Ib30BAHWME aHA/10roB 3TOrO NpenapaTa.

MocKonbKy M Neikos cam no cebe, M MCNoONb3yemMasn NP ero Ne4YeHUM XMMNOTEPANUA PE3KO CHUMKAIOT
COMNPOTUBAAEMOCTb OPraHM3mMa pPas3IMyHbIM MHOEKLMAM, TO NaLMEHTAM BO BPEMA SIe4eHNA HEOOXOAMMbI
addeKTMBHbIE aHTUDaKTepMabHble M NPOTMBOrPUOKOBbLIE NEeKapCTBa ANA NPOPUNAKTUKM KU Tepanum
NHOEKLMOHHbIX OC/IOXKHEHUIA.

NHTeHcnBHOe nedveHne OJ1/1 HaknaablBaeT cepbe3Hble OrpaHMyeHnsa Ha obpas XKM3HM NaumeHTa.
Heobxoammo cobntogaTb onpeaeneHHyo ANEeTy U CTPOrne rmrmeHnyeckme TpebosaHma. Bo nsbexaHne
MHPEKLMIN OrPaHMUYMBAIOTCA KOHTAKTbl C BHEWHNUM MUPOM. [pn 04eHb HM3KOM ypOBHE TPOMOOLIMTOB
Henb3s He TO/NbKO A0MyCcKaTb TPABMbl, HO JaKe, Hanpumep, YNCTUTb 3yObl 3yO6HOM LWETKOM - YTobbI He
CNPOBOLMPOBATb KPOBOTEYEHMNE U3 AeceH. [Tocne AOCTMKEHNA PEMUCCUM CTPOTOCTb 3TUX OFPAHUYEHNI
NOCTENEHHO CHMXAeTCcA. Bpaun n meacecTpbl COOOLAIOT KaXKAOMY MALMEHTY, YTO €My MOXHO U 4TO
HeNb3A Ha TEKYLWEM 3Tane NeveHns.
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bes nevenna OS1/1 npnBoAUT K rmbenn B60NbHOTO B TEYEHUE HECKOJIbKMX MECALIEB WKW JasKke Headeslb.
OAHaKo UCNOMb30BAHNE COBPEMEHHbIX MPOTOKO10B Nedenmna gaet npu OJ11 o4eHb XOPOLWNM pesybTar:
MOHO Bbl1eYNTb 0KOM0 80% NauMeHTOoB AeTel (HEKOTOPbIe UCTOUYHUKM NPUBOAAT U DONee BbICOKME

LUMdpbl - Hanpumep, 40 85%).
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Knpuw

Atamanap

»  VTKUP MUEeNona NeiKos — KOH MWNab YMKapyBuM KypTaK Xyxaiipanapuaaru MyTauma 6unaH 6oFanK,
remaTonoaTUK TYKMMaNapHMHI KAOHAA YCMa Kacaiamrn 6ynnb, myprak mMUenoung xyxampanapHuHr
eTUAMWK (anddepeHumaumacK)aarn HyKCOH xncobnaHmb Ba HazopaTcu3 Kynanumwmra onmb Kkenagu.

» YMJ/I-HUHT TYAMK pemuccuacu feb, oaaTaa remMonosTUK TYKMManapHUHE acn xonatra Keauim
anTunagm, byHaa cysk AWM NyHKTaTMAa@ 5% €KW yHAaH Kam 6nacT xyskalpanapu (remoTonoeTuk
YCMMTanapHUHI HopMan HUcbaTn BunaH) aHMKNaHaaW. AHa Ayap TaéKyanapu Ba 3KCTpameaynnapap
VUOK/IM BacT xyxapanapu mMassKya bynimaraH, nepudepuk KoHaarv Hentpodpuanap coln >1.0x10°/n,
TpombouuTnap coHn >100x10°/n, NeMKeMUK sKapaéHHUHI 3KCTpameayanap Y4oxkaapu Byamacanri
Kepak. by KypcaTknunap 1 oM ékM yHAAH KYNPOK BaKT AaBomuaa bapkapop 6yamwm kepak. MUHMMan
Konamk Kacannuk (MKK) Tyfpucvaa mabaymot canbuin 6ynraHgarmHa 6ynraHga ypHatunaau. Y
MHAYKUMA KypcuaaH cyHr BaxoiaHaau.

* MWHMMaN KONOMK KacalNMKcus TYAuMK pemucena (MKK  TP) — cyak waumrmpa  YMJI
(N3P éppammaa) Exknm aHoOpMan MMMYHOODEHOTMMAM XyKalpanap (OKMM UMTOMeTpuAacK OunaH
aHUKJAHraH) reHeTUK mapkepiap Nykamrm 6unaH baxonaHaau.

» MuHMMan Konamk Kacannuk (MKK) — épyrank mukpockonu épaammaa aHWKAaHManauraH ycma
XyXKapanapuHUHT KMYMK MNONYyAAUMACK, NeKnH Tekwwupunrad 10%° ra 1 Ta neitkemuKk xyxanpaHu
aHUKNanauraH (Kypa onaamraHd) aHya mypakkab TaiKMKOT ycyiu xmcobnaHaau.

» TYNUK TUKNaHmaraH TP — goumuit HenTponenma (<1x10%/n) ékn TpomboumTonenua (<100x10°/n)
BunaH TYNIUK pemmnccus.

= Pe3UCTeHT WakKn — nHaykuma 6aokmaad (AME / ADE / AIE) KeMWUH TYANK PEMUCCUAHUHT RYKANTI
(tokopuaarn Tabpudra KapaHr). Arap 6nacto3 15% paH Kam 6Oynca Ba nelkemuk 6Hanctnap
MaBXYAJIUTUHUHT  aHWUK ~ Benrvnapm  Oynmaca (macanaH, AyspHUMHT Taékdanapu), WOT  éku
LMTOreHeTUK/MONERYNAP MapKepaap épaammnaa pedpakTepIMKHM TacaMKall Kepak.

= PeunamB — CyAaK MAMrMaarn nenkemuk onactnapHuHr 10% AaH KYNpofu EKM SKCTpameaynnap
WMKACTAAHULW BUPUHUYM TYINK KAMHUK Ba FemMaToNorMK PeMMCCUsa YpHaTUAraHaaH KenmuH Kammaa
1 on yTray. FemaToroHNapHUHI KynamuiimM acocnaa PeuMaAMBHUHI HOTYFPU TaWXMCU KYMMAULIN
MYMKUHAUTUHK XMcobra onraH xonaa, 61acTo3HM, aHUKAaHIaH MONERYAAP MAapPKEPHUHT "TUTpuHK" Ba
MMMYHODEHOTUMHM KOPPENALUMA KUAUL 3apyp.

= MoNneKkynap/MMMYHONOTUK PEUUOMB — KETMa-KeT MWKKM MapTajMK TaAKMKOTAA, HOTYFpM
MMMYHODEHOTUMMHKN EKM TepanuaHu bownawaaH ONAMH YTKA3MAraH MONEKYNAP TAAKMKOTHM Taxmn
KU Wwapti 6unad MKK HU oKMMm LuToMmeTpuacK Ba/Ekum N3P épaammnaa aHMKAaLW Tanab KUanHaau.

= HeMponemkeMma — OpKa MWA CYIOKAUTMHWUHT NepudepuK KOH OpKaau 3apapiaHuwn bunaH
M30xNaHMaraH, uuTonpenapataarn xap KaHgaln murgopgarv 6nactnap; Ba/ékm KpaHuan acab
LWMKACTAAHULLM EKM X1OP Yculn BrunaH 6oFanK BoLKka HeBpPOaOrMK anomatnap. OpKka Mnsa cytokamMrnaa
NeMKeMUK  xyKanpanap OynmaraHga WHTpakpaHuan Ba WMHTpacnuHan 3anuaypan "xaopomanap”
Henponenkemma xmcobraHmanam.

= PeuuamB — CyAaKk ManMrmaarn nenkemuk onactnapHuHr 10% AaH KYNpofu EKM SKCTpameaynnap
WMKACTAAHULW BUPUHUYM TYINK KAMHUK Ba FemMaToNorMK PeMUCCUsa YpHaTUAraHgaH KenuH Kammaa
1 on yTray. F'ematoreH Kynanmimn acocmaa pPeuuamBHUHT HOTYFPU TaLXUCU KYMUANLILM MYMKUHAUTUHNA
xmcobra onraH xonga, 6nacTo3HM, aHUKAAHTAH  MOJAEKYASP  MaPKEPHWHT  "TUTpuUHK"  Ba
MMMYHODEHOTUMHM KOPPENALUMA KUANULL 3apyp.

= Arpe paHHUM, oMeHb pPaHHUM U NO34HME peuuamnBbl?



= MoneKkynap/MMMYHONOTUK PEUUOUB — KETMa-KeT MWKKM MapTajMK TaAKMKOTAA, HOTYFpM
MMMYHODEHOTUMMHKN EKM TepanuaHu BownawaaH ONAMH YTKA3MAraH MONEKYNAP TAAKMKOTHM Taxmn
KAWL Wwapti 6unad MKK HU oKMM LnToMeTpusacK Ba/Ekum N3P épaammnaa aHMKAaLL.

= UHAyKuma — 6y bownaHfmMy gaBonaHuw aaspun 6Yanb, yHUHT makcaam YCMMTa MacCaCMHUHE SHT Te3
Ba Ce3nnapaM Kamanuwm Ba TPra spuwuw (ogataa 1-2 Kypc). AlHaH Wy JaBpAa, LMTOCTaTUK
BocuTanapaaH dorganaHmw GOHWAAQ, CYAK WUAMTMAOATU JIEMKEMUK Xy»Kahpanap coHu Kapuinb 100
H6apaBap Kamaaam, AbHWM TP aHMKNAHraH4Q YCUMTa XyXKalpanapuHUHE 5% AaH KaMpoFu CysK MAMrmaa
MOPGONOTVK XUXATAAH aHNKIAHAAN.

» KoHconuaaums aaspu — 6y YMJ/1 TepanmACUHUHT MKKMHYM BOCKMYM — By CapaToHra KapLuy TabCUpPUHW
MyCTaxkamnall (ogataa 2-3 Kypc). Xo3upru BakTaa KOHCoAMaauma Kyn xonnapaa YM/IHM fasonawpaa
SHI arpeccyB Ba tOKOPW A03anM Kadamaup. by OaBpPHUMHT Makcaam - MHAYKUMAOAH KEeWWH KoaraH
NIEMKEMUK Xy*Kalpanap COHNMHU MNOXKM BoprYa KaManTUpuLLANP.

= Kynnab-KyBBaTNOBYM AaBONAW AaBPU — Oy LMTOCTATUK TabCUPHUHT MHAOYKUMA/KOHCONMAAUMACUTa
KaparaHga nacTpok Ao3anapaa A4aBOM STULLM EKM IXTUMOMM KOATAH YCMa KNOHMIa Tabcupamp.

= [podunakTuKa €KUM Kepakan xonnapaa HeMponemkeMmaHu pasonaw — Oy AacTypav AaBONAAHULL
BOCKMUYNAPUHUHT Bapya AaBpaapuaa YTKasnUanMWm MyMKUH.

= CyaKk uauru TpaHcnnaHtauusacn (CUT) — 6y maBpaa nepudepuk KOH CyaK UAWUMM Ba KUHAMK MYaK
(nnaueHTap) KOHMHUHE FeMaToOMNO3TUK UAAN3 Xy¥Kalpanapy TPAHCNAHTALMACK amara oWwnpuiaamn.

MKB-10 6yi1nua KognaHuwm

C92.0 VYTkup mnenobnact neikos
Tabpuodu

»  VTKUP MUEeNona NeiKos — KOH MWNab YMKapyBumM KypTaK Xyxaiipanapuaaru MyTauma 6unaH 6oFAnK,
remaTonoaTUK TYKMMaNapHMHI KAOHAA YCMa Kacaiimrn 6ynnb, myprak MUenoung xyxampanapHuHL
eTMAMWK (anddepeHumaumacK)aarn HyKCOH xncobnaHmb Ba HazopaTcu3 Kynanumwmra onmb kenagu.

3TUONOTMACKU Ba NATOreHesmn

YM/1 — KIOHOreH FemoMno3TUK XyalpaHWUHI TFeHeTWK MaTepuanuaary WUKacTAaHUW - MyTauma
HaTuKacuamp. Hatukaga, XyKahpa UMKAM  yCTMAAH  HA30paTHWHT  Oy3uauWwK, TPaHCKPUNUMA
APaEHUHUHT Y3rapuin Ba OMP KATOpP acoCUiM OKCUMANAPHMHT Mwnab dumkapuanwm 6y3mnagm.
HasopaTcus Kynainw Tydaliam HoTabumi xyxaipanap TynaaHnb konaam. YTKMp neikos natoreHesm -
reHeTuk Oysuauwnap 6unaH OOFIMKAUK Tydalnm Xxpomocom abepaumanapu (TpaHcaoKkaumsnap,
feneunanap, MHBepumMAanap Ba OOWKaNap)HU aHUKAaHWMWK bunaH ndboaanaHagn. YMJTHUHT aHuMK,
cababu Homabaym 6YAND, ywby KacanaMKHN PUBOXKAAHNL XaBOUHM ce3nnapan Jdaparkaja ownpaamran
KaTop OMUANap MaBXy4,. bynap MoHnawTMpyBUYM HypaaHWW, BOWKA OHKOMOTMK Kacanamknap cababam
MYKaZ/amM YTKasuaraH KMME- Ba paamoTepanua, HolKa fenkemoreH omuanap (nact gaparkadaru
HYpP/AaHULWAAP, KUMEBUIM MOAAaNap, YEKMLI, SNEKTPOMArHUT TyAKMHAap) 6unaH 60FAnK. VIKKMnamum
YM/1 puBOKAaHULW xaBdW ONAMHIN KMMETEpanuA TyraraHuaaH cyHr 2 - 9 unrada okopu 6ynaam (85%).

Kyiunaarv:  TyFma  arammarnobynuvHemus,  LeaxmaH-AnamoHA — CMHAPOMM,  aTaKuma-
TeNaHrnoaktasus, Jlyn-®paymeHun cuHapomm, HetpodmbpomaTos, AnamoHa-bnekdaH aHemmscK, oFmp
Tyfma HenTponeHua, PaHKoHW aHemuscK, JayH Ba baym cMHApPOMM Kabu TyFmMa MPCUIA Kacananmknapaa
YMJIHM PUBOMNKAGHWMLL SXTUMONM TaCAMKAAHTaH.

TacHudu

YCCT TacHudum (2016) bapua YMJIHM LMTOreHETUK Ba MONEKYNAP FeHeTUK XYCycuAaTnapura Kapab
aXkpaTaaum Ba aiiHaH LWy XYCyCUATNAP KAUHUK Ba NATONOMUK rypyxNapHU TaLLKUA KMNaau:



*  AHMKNaHaauraH 6apKapop reHeTrk aHomanmanap 6unax YM/I
o VYM/1(8;21)(g22;0922); RUNX1-RUNX1T1 6unaH
YM inv(16)(p13.1g22) ékm t(16;16)(p13.1;q22); CBFB-MYH11 6unaH
YN t(15;17)(q22;912); PML-RARA 6unaH
YM £(9;11)(p22;923); MLLT3-MLL 6unaH
YM/ t(6;9)(p23;q34); DEK-NUP214 6unaH
YM inv(3)(921G26.2) éku £(3;3)(q21;G26.2); RPN1-EVI1 6unaH
YM (merakapmobnactvk) t(1;22)(p13;q13); RBM15-MKL1 6unaH
YM/1 BCR/ABL1 6unaH
YM/1 reH myTaumanapm bunaH
YM/ myTaumara yyparad NPM1 renn 6unan
0 YMJ1 CEBPA reHVMHUHI 6uannenmk mytaumacu 6una
*  Muenoancnnasua 6unaH 60FanK, Y3rapmwnap 6unad YM/I
= OnAMHIM KUMETepanua bunaH BoFanK 6yaraH mmenona Heonnasmnsanap
= VYMJI, 6owKaya KYprHUWaa cneumdukaumanaHmaraHd (NOS)
0 MuHuman anddepeHumaumanaHrad YTKMp mmenons nemkos
ETmamaraH xonaarn YTKUp Muenona nemko3s
ETnaran xonga YTKMp Mruenouna nemkemmsn
YTKMP M1enomoHobacT neikos
YTKMP MOHOB61aCT/MOHOLMTUK NEMKO3
YTKMP 3pUTpOMmMenos
YTKMP MerakaprobnacT neikos
YTkup 6asodun neiikos
Muenopmnbposnm yTKkMp NaHMUEN03 (CUMHOHMMU: YTKUP  Muenodubpos; VTKuUp
MUENIOCKNEepPo3)
= Mwuenoua capkoma (CMHOHMMW: 3KCTPaMeayNnap MWENound YCUMTa; rpaHy/ouMTap CapKoma;
X10pOMa)
= JlayH cuHApOMM BrnaH BoFAnK ByaraH mmenouna ycmmranap
O TpaH3MTOp aHOpMan MMenonoas (cuH: TpaHauTop MMK)
0 JayH cnHapomm 6unaH BOFAUK MUENon NeNKo3m
= [lnasmaunT AeHAPUTAN Xy»KapanapdaH ycumra
= [InbdepeHumannaHUILHUHT aHUKAaHMaraH Katopu YTKUP Nenkosnapu
0 VTkup auddepeHumanaHmaraH neinkos
0 t(9;22)(g34; q11.2) bunaH apanaw GeHOTUMNHUHT YTKMP nelikosn; BCR-ABL1
0 t(v;11g23.3) 6unaH apanaw GeHOTUNHUHT YTKMpP neinko3n; KMT2A reHnHm (asBanrn MLL)
KalrTa TalLuK1a 3TULL
Apanal eHoTMNAM YTKUP nelnkos, B/muenona, NOS
Apanal deHoTMnAM YTKUP nerkos, T/muenona, NOS
Apanaw deHoTMnAM YTKMpP nenkos, NOS
0 [nddepeHumaumanaWHUHT aHKK BynmaraH Katop nenkosnapm NOS

O 0O O0OO0OO0OO0OO0OO0ODOo

O 0O 0O0OO0O0O0O0

O O O

AHUKNaHaguraH 6apKapop Xpomocoma aHomanuanapu 6unaH KeuaguraH YMJTHUHE  KMUMK
rypyxnapu: 3
= {(8;21) (g22;922); RUNX1-RUNX1T1 6unaH YM/
* |nv (16) (p13.1022) ékun t (16; 16) 6unan YMA (p13.1; g22); CBFB-MYH11 "(by xpomocoma
y3rapuinapu aHuUKAaHraHaa, cyak ManMrn nyHkTatuaars 61acT Xy»kalpanapm coHura Kapamam,
Xap AOUM YTKUP MUENona NenKo3n TalluxmMcy Kynmunaam).



= £(15; 17) (g22;912) 6bunaH PLL; PML-RARA"; BowkKa »ydTnap 6unaH RARA TpaHc/ioKaumanapm
YMJIHUHF anoxpuaa Wwaknanapura axpatunaam, macanaH, t (11; 17) (q23; q12); ZBTB16-RARA
6unar YMI; t (11; 17) (q13; g12); NUMAIL-RARA; YMI t (5; 17) 6unan (q35; q12); NPM1-RARA
6unaH YM/1; STATSBRARA 6unan YMJI.

Ywby Kam yupanamraH sBapmaHTiap 6onanapaa Kynpok aHuKIaHaam.

Oaaunit kapuoTtunam YM/ 6ynraH 6emopnapaa MKKUTa AHM Touda aHUKNaHAM:
*  myTaumara yyparaH NPM1 rewnn YMJ  (HykneopocmuH (agposuit docdonpoTemH B23,
HYMaTpUH))
*  myTaumAara yyparaH CEBPA rewnm YMJ1 (CCAAT alfa Ky4alTMpyBUMHM BOFNOBUM  OKCUA
(CCAAT/ky4ainTmnpysumn 6ornosun okemn (C/EBP) alfa))

By myTauuanap rematonoaTMK - XyxKaupanapHuHr  audbdepeHunaumanaHmwn - By3nanwnapuHm
aHWKNanauraH Ba 2-cuHd mytaumanapu aeb atanaauran ganmnnap tobopa Kynpok TynaaHMoKaa.

FMS 6unaH 6ofnnk 6yaraH TMpo3nHkMHasa 3 (fms-related tyrosine kinase, FLT3) reHuaarvu mytauuanap
YMJIHUHF KYn BapwaHTaapuia ydpalau Ba ynap l-cuHd myTaumanapn cudaTuga, AbHM YCUMTa
XyXarpanapuHUHE Kynanmwmnaa Ba/EKM OMOH KO YCTYHAUTUHW aHWKNanauMraHnap cudatuaa
TacHudnaHagn. FLT myTaumanapu 6yaraH YMJ1 anoxmaa Toudara axpatuamanan, ammo 6y
MYTaUMANAPHM aHMKIAW Kepak, YYHKM yap NPOrHOCTMK axamuAtra 3sra. Pakat rmHa FLT3-ITD
MaBXYANMIMHM aHMKNAW 3mac, Bankm YcumTa XarKMUHW TaBCUDAOBYM annennk HUCHaTUHU Xam
aHWKNaLW TaBcma aTunagn. Annennuk koadduumeHTtn 0,5 ra TeHr EKM yHaaH IOKOPU KMiMmaTtaapaa tokopu,
0,5 gaH nact KMMMmaTaapda nacT gapaxkana xmcobnaHaau. MNporHo3 KMMmaTh lOKOpU axaMmnaTt Kach
3Taau.

YCCT Tachuduaa (2016) varapu aHMKNaHraH "Kyn YM3MKAM aucnnasma bunad YMJT" Kuuunk rypyxu
"Muenogucnnasua 6unaH 6ofank  Varapuwnap 6unaH YMN" neb  TavpudnaHaan. YMJIHM
“Mwuenoamncnnasma bunaH 6oFANK Y3rapuwnap 6unan YMN” neb TacHudnall MyMKUH, arap:
1. CysaKk nnauru ékm nepudepnk koHaarn > 20% 6nact xyKarpanap;
2. MAC ékn bolwKa mmenonpoandepatms KacalaMKHUHT (MTK) onAMHIM TapuXM MaBKya;
3. Mwuenogucnnasma bunaH OOFAMK UUMTOreHeTUK aHOPMaNUKAAP MaBXKyA:
a. MypaKkab KapuoTtun (3 éKn yHAaH OPTUK XPOMOCOMa aHOManuanapu);
b. myBo3aHaTcK3 Ty3aTuwnap: -7 ékun del (7q); -5 ékn del (5q); i (17q) ékun t (17p); -13 ékn
del (13q); del (11q); del (12p) ékn t (12p); del (9q); ooani (X) (q13);
C. MyBO3aHaTAM Yy3rapTupuwnap (TpaHcnokauuanap): t(11;16) (g23;p13.3); t(3;21)
(026.2;022.1); t(1;3) (p36.3; g21.1); t(2;11) (p21;923); t(5;12) (g33;p12); t(5;7)
(033;011.2); t(5;17) (a33;p13); t(5;10) (933;021); t(3;5) (925;934).
4. KYN YM3UKIM AMCNNA3USA;
"nonMniA aHMKNaHaAMraH XpoOMOCOMa aHOMaIMANapK" MaBKyd, amac;
6. warapm BoOLWKa Kacanamk bynmya KMmETepanma yTkasnamaraH.

U

MNporHos omunnapu
Kacannuk (YM/1) 6unaH 60FAMK NPOrHO3 oMunnapu

HaBonalHuHr 6apya Bockmunapmaa Kacanamk bunad 60FAMK Ba Tepanus HaTUXKaNapmura TabCcup 3TyBUYM
OMWANAP  TaxMA  KUAMHWWKM  KepaK. [IpOrHOCTMK OMWANap  YCMaHMHI  maccacuHu, 6nact
XY*KaMPanapuHUHT UMTOCTAaTUKAAPra TabCUPYAHAUTMHK, NEMKO3 XyXKaMpanapuHUHT 3NMMUHALMACK
Te3nnrnHmn Ba MKK xarkmmHmn 6axonall MMKOHUHK Bepaau.
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AsBano, 100x10°/n faH OKOPWU NEMKOLMUTO3, BUPUHUYM MHAYKUMOH KypCUaaH CYHT TYIMK pemuccusara
3PUWMAMACAUTN Kabu YMITHUHT EMOH Keunwm 6unaH 60FAMK BYAraH Xyda Kynal 6YaraH KAMHUK Ba
reMaToI0rMMK NapameTpaapHN XxMcobra onni Kepak.

YM/ 6unan 6OFAMK BYAraH SHI MyXMM MPOTHO3 OMWANAPUAAH BUPU NEMKEMUK XyxalpanapHUHT
kapuotunuamp. Kapmotunuu ypranuw YM/ra wybxa 6YnraH 6apya Bemopaap yyyH maxbypuinamp.
LInToreHeTMK TaIKMKOTNAp Mab/lyMOT/IapM, arap acocnin 6aacT xy»kanpanap coHn (20%aaH Kam EKu Kyn)
amac, basKkKn xapaKTepau XpoMocoma abepaupanapu aHnknaHca, YM/IHM TeKwmpumLira MMKOH bepaau.
Bus, xycycaH, CBF (Core Binding Factor) YM/1 xakuaa ranMpamus, y Kyl1Mya XpoMocoma abepaLmacu
NYKIUIU EKM MaBXKYAAMTUAAH KaTb Ha3ap, xonaTnapHu t (8; 21) TpaHcnokauma Ba inv (16) MHBepLMACK
bunaH bupnawTMpaam.

ByHAaH TallKapW, KapuoTUNHW YpraHuwra acocnaHn6, YM/Inun 6emopnapHu 3 acocuii rypyxra 6yaumu
MYMKWH: Kynal, opanuk Ba HOKynal nporHos. YM/1am 6emopnapHu ywby rypyxaapra axpaTuil nocT-
peMmnccua TepanuacK TaKTMKACMHM TaHMaW HyKTaM HasapuaaH makcaara MyBOOUKAMP: LMTapabUHHM
tokopu Ao3anapaa kynnaw (LK), annoreHnK Mnams remaTonosTMK XyKahpaam TpaHcnaaHTaumaaaH
(anno-TXT) donpananHmw. CYyHrTM NnanTnapaa, bup KaTop pyc Ba amepuKasiMK MyTaxaCcCuMcaap, Kam
camapagopaurn  Tydanam, HOXyW KapuoTUn aHopManauKknapu 6ynraH 6emopnapra craHaapT
KMMETEPaNMAHM TaBCUA STMANAMNAP, NEKNMH MHAYKUMAHUHT BUPUHYM KypcmuaaH 6oLWKa nacT Ao3aam Ba
MaKCa/ M TabCUpPAAPHU TaknMd Knnaamnap.

LyHn Tabkuanaw Kepakky, YM/IAM 6emoprapHVHr ApMuAa NEMKO3 XysKaipanapuUHUHT HOPMas
KapnoTunu aHuKNaHaam. by 6ab3n xonnapaa FISH TagknkoTnapu KM MONERYNSP TEHETUK TaAKMKOTAAP
YTKa3uW y4yH acoc 6Yanb xu3amaT KUanWwm mymkuH, 6y YMJ1 Ba NPOrHO3HUHE V3Mra XoC KAMHWK Ba
remaTosiornk peHoTMnmn bunaH 6oFnnK BYAraH XMmep reHAapPHN EKM KapUOTUMIAPHMHT NapYasaHULWNHK
M3naw  yd4yH acoc  6ynaam:  RUNXI-RUNXIT1 (t (8; 21))), CBFB-MYH11 (inv16),
PML-RARa (t (15; 17)), MLLT3-MLL (t (9; 11)), DEK-NUP214, 5, 7-moHOocOoMMACK, 3-XpOMOCOMaA
MHBepuMAcK Ba bolkanap. LUy 6unan 6upra, Hopman kapmotvnan YMJ/1 6unan ofpuraH 6emopnapaa
NPOrHOCTUK CaNoxXMATra ara 6YAraH MHAMBMAYAN TEHNAPHUHT MYyTaLMACUHN XaM M31all Kepak.

KAWHUK KYPUHULLN

AcocaH, KAVHWK KYPUHWULL HOPMaa TeMOMO3TUK TYKMManap YpHUra ycma xyskarhpanapu (aHemus,
TPOMOOUMTONEHNS,  TPAHY/NIOUMTONEHNA) OunaH  anmaWwuin,  YAAPHUHT  TypauM  opraHiapra
MHOUNBLTPALMACK BA TYPAM LUTOKMHAAP MWAab YMKapUwmn 6unaH 60FanK. YMJTHUHT BOWNaHULWM TaHa
XaPOPATUHUHI Ce3UNapan AaparkaZa OWWMLWLIKM, Ky4ynn 3andIvK, MHTOKCUMKAUMA, KOH KETUL Ba OFUP
nHbeKkunanap bmunaH YyTRUp KeYMWm MyMKUH. BUPOK, Taluxmnc KynuHYa TacoandaH MyHTa3am TEKLLINPYB
nanTnaa ékm 6olka cabab bunaH KacanxoHara ETKM3MAraHaa aHUKAaHa M.

O6beKTUB TEKWIMPYBAA Xe4 KaHaal afiomaTnap HaMoEH BYIMacInI MyMKUH. AMMO Te3-Te3 nepudepuk
NMM®a TyryHAapy KaTTanalluLLn, Kurap, Taaok (MOHO- Ba MMEeNOMOHOB1acT NeMKo3 yuyH Xoc bYaraH),
MUK TMNepnaasmacn (MMeNoOMOHO- Ba MOHODBMACTMK BapuaHTaap 6unaH), Tepu MHOUATPaAUMACK
(MMenomoHo- Ba MOHODNACTMK BapuaHTAap 6unaH), Typau OFMPAWK Aapaxacuzars remopparmk
CMHAPOM - MeTexuman TolwMmanapaaH TopTMbO TO KATTWUK KOH KeTulraya, CyaKk OFpPUFM, apTpanrus,
HEBPONOMMK CMMNTOMAAP (MeHuHrean benrnnapn - 60 OFPUFU, OPKA OYMHUHHUHT KOTUO KOAMLLN,
KepHur anomatu, 103, KY3HWUHI XapaKaT/llaHyBYM KUCMW Ba OoOWKa HepBAAPHWMHI Mapes3un, MacTKu
SKCTPEMUTANAPHMHT Mapesu, Ba Oowkanap) ydpanam. KoH Taxamnnapu Vy3ura xoc OynimaraH
Y3rapuinapHy KYpcaTuim MyMKWUH: YYRYPTAKAUK LUMTONEHUA EKM KAMKOHIMK, EKN GaKaT NekoneHuma
KM  nenKkoumTos Exkm TpombouutoneHus. lepudepuk KoOH Taxamamaa OnacT  Xyxkanpanapu
aHUKNAHMACAUTN MYMKUH Ba akcuH4ya, Oapya nenkoumtnapHuHr 90-95% HWM TaWwKMA Kunaau.
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Nenkouutnap coHn xam 1,0 gan 200-300x10°/n rava y3rapmb Typaau. TaxmuHad 15% xonnapaa
Kacannuk 6ownarraHaa 100x10°/n aaH 1oKopU NEMKOLMTO3 aHMKNaHAaM.

YM/HUHT anddepeHuman AMarHOCTUKACcK »Kyda OAAMMN, UYYHKM arap YHUHT MOP®OAOTMK Tacaueu
(NyHKTAT Ba/ékn nepudepuk KoHaa 6nacT xyskapanapu) 6ynca, Tawxuc aHuK 6Ynagn. BUpuHUm
bockMuaa KMUMHYMAMKNGP Nanao 6ynaam - nepudepuk KOH cMeapnapuHm Taxamn kunuwaa, 6nact
Xy)Karpanapu 6ynmaraHga. Xap Xua IOKYMAWU KapaéHnapaa GopmMynaHuHr Yanra CUKMWKM BunaH
NEMKOUMTAAP COHUMHUHT KYMalnLLn, WYHUHTAEK OFup MHbEeKUMANap Ba cencucaa TpomboumnToneHums,
aHeMuA Ba remopparmk cuHapom Y/l Kacanaurura wybxa TyFAMPULIM MyMKUH, aMMo 6yHAal xonnapaa
oaaMi 6nact xy»ahpanapu xed KadoH Tonuamanan. HOKYmMAM MOHOHYKNE3 Ba 6olika BUPYCAK
nHbekumnanap dunad auddepeHUMan TaWxXMC KYMULW KynuH4Ya Tanab KUAMHaAM, alHWKCA KAMHUK
6enrmnap (MCMTMa, TOMOK, OFpUFM, MMba TyryHNAPUHUHT WWWWWK, *urap, Tanok) Y/ kacanaurura
yxwaw 6ynniwm mymermH. AnddepeHunan Taxmc Kynuaarm Kacaaimknap MaBKyaanrnaa yTkasmamim
Kepak: OowKa YTKMp nenkosnap: YTkup naumdobnact nemkos, YTKUP OUPEHOTUNUK NelKkemus,
MMeNoaMCcnAacTUK CUHAPOM, eTUIMAraH MMEeIOMOHOLMTUK NEMKO3, NEMKEMUA peakumaAnapm, anaactmk
aHeMusi; remaTosIorMk 6HyamaraH Heonnasmanap (Helpobnactoma, pabaoMMOCAapPKOMa), alMHMKCA,
JKCTpameaynnap WuKacTaaHuwnapu 6ynca, cypyHkanu muenoua nenkos 6aact Kpusm OunaH
(®durnagenbdma XpOMOCOMACKUHMHI MaBKYAJUTN Xap AOUM XaM épaam 6epmanam, YyHKM By mapKep AHTU
TAWXNC KYMMUATaH DOWKa YTKMP NIeMKO3/4a XaM aHUKTaHULLIM MYMKUH).

YM/loa MUA WKKACTAaHULWMHKM Ha3apaa TyTnb, Talixucnall kapaéHuaa Helponeikemmara anoxuaa
9bTMbop Hepuwl No3nm. HenponenkeMnaHWHT Nanao 6yanwm 60w Ba OpKa MUSHUHT TYPCUMMOH Ba
IOMLLOK KOBMKNapura fIeMKeEMUK Xy*KalpanapHUHI meTacTas bepuiim bunaH 60FanK. bab3n xonnapaa
nepndepuk HEpPBAAPHUHT NENKEMUK UHPUALTPALMACKU, PYXMA Y3rapuwnap Kysatunagm €ku, sHr
xabauncuy, 6oL MUA ACOCUHMHT WMKACTAAHULIM Ky3aTuaaan. Heliponeikemma meHHrean Ba runepToHmK
cMHApOM BunaH TaBcudaaHaan: 4OMMKA BOLL OFPUFU, MYMKUH BYAraH Kycull, NeTaprus, Ky3 HepBaapu
OMCKNAPUHUHE  WWLWWLWLK, HUCTAarmyc, CTpabucmyc, 6ol cyarn HepBAAPUHUHT LWMKACTAAHULLIMHUHT
Bowka B6enrnnapu, BYMHUHWUHT KaTTUKAUMM, KepHUr anomaTtv Hamo8H 6yauwm mymkuH. YM/1aa
HENPONEMKEMMA KACaN/IMKHMHT 3pTa JaBpuaa »Kyda Kam ydpanaum, WyHra Kkapaman, y mMuesnom Ba
MOHODHNACT BapMaHTAapAa, anHUKCA Nenkemma 16-XxpOMOCOMACKMHMHI WWKACTAAHULLIM aHUKaHraH4a
yupainan. YMJTHUHE SKCTpameaynap WWMKaCTAaHWLW Typaapura — TePUHUHT KYHFUP PaHn KyKapraH-
KOTraH TyryHnapu, Typ napaacu, MUAKAAP, MOSAK, TYXYMAOHNAAPHUHI 3apapaaHulimn Kupagu. Jiumda
TYTYHNAPW, YIKa, MYaK, topak MyLIaKaapwu, CUNAMK MYANaPUHUHT WWMKaCTAaHUWK TaBcudaaHran. YM/1aa
IOMLLOK TYKMMaNapHUHT 3KCTPameaynnap WukactaaHuwm nnrapm "xnopoma" aebd HomnaHraH. Xo3mpru
BaKTAa Muenous, €KW rpaHy/ouMTMK CapKOMa aTaMacu HOMLWOK, TYKMManap Ba OpraHAapHUHL
WWKACTNAHULWWHM BUnaMpaam.

narHoctnkacum

LUMKOFIT}'Iap Ba dHaMHe3
YMJTHUHT KAMHUK KYPUHULWM OAaTAa reMorpaMma - LMToneHua Y3rapuiim 6unaH 6oFanK:

= HenTponeHus - by ogataa ucutma 6unaH KeyaguraH 6akrepuman MHGeKUma;

= AHeMus - 3aMdAIMK, YapUOK. YMYyMUI 3andanK Kynunamk 6emopnapaa masxKyn 6yamb, Tawxmuc
KynnamwnaaH 6Mp Heya ol onAaMH Nanao 6YAnLmM MyMKUH;

= TpomboumuToneHus - By netexma, T MUIKUAAH KOH KeTull, BypyHAaH TaKPOPUN KOH KeTull,
MeHOoppPar1s Ba MeTPoOppParmsa KYPUHULWNAATM FeMOpPpParMK CUHAPOM.
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Bab3n xonnapaa occanrus, B-benrnnap - UCUTMa, Ba3H MYKOTULL, KATTUK Tepaall nanao 6yamiim, aHa
aKkcapuaT xonnapaa, bemopnapaa gaBonaHuwaaH 6up Heda ol aBBan cababems X0NCU3NINK Ky3aTUAMLLIN
MYMKMH.

YMI wybxa kuaunHran Ba YMJ1 6unaH KacannaHran 6apya 6emopnapra Kacaiiuk aHaMmHe3UHK
TYUK MUFKLL, By Kacanamk bunaH 6oFnnk 6yaraH ékn narapu YTkasmnaraH 60oLlKa KacananknapHm
[aBONall, OWNABMMA aHaMHe3, WYHWHIAEK TalWXMCHM  TEeKWMUpULW  y4yH OEeMOPHUHT
LUMKOATNAPUHKM BaTadcunn TaBcudaall TaBCUA 3TUNAAM

5C

dusunKan TeKWNpPYB

YM wybxa kuavHran sa YMJ/1 6unaH KacannaHran 6apya 6emopnapra 6yiin Ba TaHa Ba3HUHM,
TaHa XapopaTMHM YNYaLlHL Y3 numnra oaraH GpU3anKan TeKWMPYBAAH YTULL, TEPUHUHT XONATUHM,
OCTEO0APTUKYAAP TU3MMHM  Baxonall; remopparvk CUHAPOM OenrMnapuvHu  aHuKAaW;
renatocnaeHomeranus, NIMMmdaaeHoONaTUA MaBKYAINTN; TALWWXUCHU TEKLLIMPULL YYYH topaK, YrKa,
KUrap, aHAOKPUH, acab TUSUMUHUHT ANCHYHKUMACK BENTUNAPUHUHT MABXKYAAMIMHM aHUKAALW
TaBCcWA 3TUNA M

5C

Bab3n 6HemopnapHUHr GU3MKaN TeKWwupyBMaa (acocaH, YTKMP MUENOMOHODNAcT NenKkos, YTKUp
MOHOD61aCT NenKo3, CypyHKaAn MUenona NemKo3HUHT 6aacT Kpusn) bunaH "npoandepatms" cMHAPOM -
cnaeHomeranu, AMMmda TyryHAapUHUHT WULWKLWK, TEPU NeMKeMUaNapu aHMKNaHaan. leikemmanap 13%
XO0NNapAa aHWKNAHAAM Ba YNAPHUHE yCTMAA Tepu paHrM y3rapraH TyryHnapra yxwanam. Muenows,
CapKOMaZa Xap XM NIOKaNMU3aUMANN SKCTPaMeaynnap YCUMTa WaKANaHMWKM aHUKAaHaan. AKC X0n4a,
HAaMOEH OVAraH KYpuHMLWINAP KyJa aHMK 3Mac Ba aHemua Ba TpomboumToneHma 6unaH OOFAMK,
CMMNTOMMIAPHM Y3 Uumnra onaam.

Na6opatop TeKwunpysnap

YM/ wybxa kyavHrad Ba YMJ1 6unaH kacannaHraH 6apya 6emopnapra, WYHWHIAEK, Xap KyHIV
Ba OM/IMK YacToTanu Tepanua nantmaa, nenkoumtnapHu auvddepeHumnannalirad xucobnalu

5C ©6wunan (nenkoumtap dopmyna) YyMyMUn (KAMHWUK) KOH TaxXAUAMHM YTKasull Ba KOHAAru
TPOMOOLMTAAPHUHT JaparKaCMHU TeKLWMPULL BeMOopHM 0aAMO BOPMLL TAKTUKACUHM aHMKAALL Ba
TALWXMCHM TaCAMKAALL YYyH TaBCMA 3TUNAAN

Opataa, YMJ1 6ownaHuwmnoa Typau OFUPAVK Aapakacuaary HOPMOXPOM, HOPMOLUMTAp aHemus
aHWKNAHaAM. PeTuKynoumTnap CoOHM HOPMan opanukNapaa kM Kaman bynaan. bemopnapHuHr 75%
TpomboumnToneHma 6op. Tawxmc Kymuw BocKkMunaga NeMKoUMTAAPHUHT YpTada Jdaparkack TaxmuHaH
15x10°/n Hu1 Tawkmn Knnagun. bemopnapHuHr 20% neikountos 100x10°/n gaH tokopu.

Nenkountnap dopmynaHm xmucobnall aBTOMATUK aHa/AM3aTOpPAa ama/ira OWUPUAMLLN KepaK

5C o
amac. Mepudepunk KoH masokmaa Kammaa 200 Ta NEeMKOUMTAIPHN TEKLIMPULL TaBCUA STUAAAM
YM wybxa kununHran sa YMJ/1 6unaH KacannaHraH 6apya 6emopnapra, WYHWHIAEK, Tepanus
5C nantnaa xadTtaga 1-2 mapTaZaH xap oMaa Koarysorpamma (remoctas TU3MMUMHU TaxMUHUI

ypranuw) (AMNTT, NpoTPOMbBUH BaKTW) YTKa3uL, B1upranamkaa NnaToorMa Ba acopaTiapHM Tallxmc
KWUANLL, WYHUHIAEK, BMp BaKTAa AaBONAL TAKTUKACMHM aHMKNALW TaBCUA 3TUAAM

YM/ wybxa KnanHraH sa YMJ1 6unaH KacannaHraH 6apya 6emopnapra, WyHWHrAEK, 3-6 oitaa
1 mapTa YacToTanu Tepanua NanTnaa, MHCOH MMMYHUTET TaHKMCAUTM BMpycUra Kapwun M, G
5C (IgM, IgG) aHTUTaHaYanapuMHW aHWKAL TaBCUA 3TUNAAWN. BUp BAaKTHUHI Y3naa aHTUTYMOp Ba
aHTUPETPOBMPYC TEPANMA 3aPYPIUTMHN aHUKAALW YYYH (MHCOH MMMYHUTET TAHKUCAUTU BUPYCH
OWMB1) KoHAa Ba arap Kepak 6yaca, MHCOH MMMYHUTET TaHKMcaurn sBupycn OWMBI1 (MHCOH
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5C

5C

5C

5C

5C

UMMYHUTET TaHKucanrn supycu OMB-1) y4yH KOHHUM MONEKYNAP OUMONOMMK TafKUK KUANLL
TaBCKA 3TUNAAN

YM wybxa KnanHraH sa YMJ1 6unaH kacannaHraH 6apya 6emopnapra, WyHWHrAEK, 3-6 oitaa
1 mapTa YactoTanu Tepanusa nanMTnaa, koHaarn B renatntu Bupycu (Hepatitis B virus) aHTurex
(HbsAg) Hu aHuknaw, koHaarm C renatmtv Bupycura (Hepatitis C virus) aHTUTaHa4YanapHu
aHWKNaL Ba arap Kepak 6ynca, B renatutn Bupycu (Hepatitis B virus) Ba C renatut Bupycu
(Hepatitis C virus) y4yyH monekynap O6MONOTMK KOH TEKWWPYBWU, BUPYCAW FenaTUTHU KalTa
daonnawmnil xaBGUHM aHMKNALL Ba arap Kepak 6yaca, YHUHT ONANHM OIULL MaKcaaMaa, aHWKAaLL
TaBCKA 3TUNAAN

YM/ wybxa KnamHraH sa YMJ1 6unaH KacannaHraH 6apya 6emopnapra oaami yuyk, supycu
(Herpes simplex virus), umtomeranosupyc (Cytomegalovirus), dnwTtelH-bapp supycu (Epstein -
Barr virus) y4yH MmoneKkyaap 6MON0rMK KOH TEKLIMPYBU YUYK MHOEKLMACUHM PUBONKNAHMLL XaBhK
aHWK/alW Ba Kepak byaraHaa, YyHUHT ONAMHW OANLL YYyH TaBCUA 3TUNAAN

YMN wybxa kuanHran Ba YMJ1 6unaH KacannaHraH 6apua 6emopnapra ofM3 GYLWAWFMAAH
aHMKIAHYBYM MUKPOOMONOrMK (MagaHuii) TeKWWpyB, MadaHui ycyanap épaamuaa u4yak
MUKPODBMOLIEHO3UHM YPraHWuLL, CUEPUNNNK YYYH MUKPODOMONOIMK (MaZaHWiM) KOH TeKLNPYBU;
bebpnn umcMTMa Ba OKYMAM acopaTaap MaBxynd OynraHaa Aasosall nantMaa  aHuK
aHTUOMOTUMKAM Tepanus YTKasull Makcaauaa OakTepuan natoreHnap YYyH CUAOUKHK
MUKPODBMONOTUK (MadaHWI) YpraHuil TaBCcKa aTUAaAM

YM/ wybxa KnanHraH sa YMJ1 6unaH kacannaHraH 6apya 6emopnapra, WyHUHIAEK, peLunans
xonatuaa, ABO TM3nmm 6YiMmMya acocmnin KOH rypyxiapuHu aHMKAal Ba D pe3yc aHTureHu (pesyc-
GaKTOp)HM aHMK/AaW, JaBonaWaaH OAAMH, Tepanusa nantuaa KM KenuH KypcaTuica,
reEMOKOMMOHEHTIN aIMALWTUPULL TEPANUACUHM YTKA3MLW MMKOHUATM YYyH TaBCUA 3TUNAAN

bapua 6emopnapra Aasonaw nantuaa, Y/l wybxa KWAMHraHZA CyAaKk WAWUTM CMeapuHK
(Mmitienorpamma) LUMTONOMMK TEKWWPYBMOAH YTKasuWw, wWyHUHraeK, YMJ1 TacauknaHraH
bemopnapra AaBonall BaKTMAA WHAYKUMA, KOHCOAMAAUMA [AaCTypu TyraraHZaH CyHr,
napeapuLLiall Tepanuscy nantmaa, MMXTaaH onanH, pexkanalTupuarad AaBoaHui AacTypu
TyraraHZaH CYHr, WYHWHTAEK, KOHHUHT YMYMWIA KAWMHUK Taxannamaa Aasonaw bunaH 60FAMK
6y MaraH y3rapuiunap aHuKaHraHaa sa/éxkm YMJIHUHT peumanemra wybxa TyFuaraHaa, TaBcus
aTuNaan. Peunams aHnKNaHraHaa (nepudepurk KoHaaru 61acT xyxarpanapy GonsnaaH KaTbuin
Ha3ap), cyaK MANTM MUKponpenapaTy (EKM acnmMpaT ONMLLIHUMHE UAOXKK BYAMaca, Cyak UAUIm
TPENaHOOMONCUACMHUHI CYPTMAcK) HM UMTONOTMK Ba KylWIMMYa pPaBuLAQ LUTOKMMEBMI
TAAKMKOTNAP YTKasull, pPeunarMBHM TacAMKAall Ba Xy»Kalpanap AnddepeumnanaHnlmnHm
aHWKAALW y4yH 61acT Xy*kapanapuHUHT MOPGONOTMK Ba LIUTOKMMEBWUIM TEKLLMPYBAAPUHM 01O
bopuLL Kepak

CyAK UNUTUHUHT UMTONOMMK NPENapaTUHU NYHKUMA UYAn BunaH onuil Maxkbypuii MyHTasaM Taluxpucaall
Myonaxacu 6ynnb xucobnaHaau. *apaéH yMyMuit HapKo3 0CTUAA YTKA3UAMULLN KepaK.

Cyak namrn masoknapu Mam-IpyHsanba, ManneHrenm ékmn PanT-F’mmsa 6yiinua 6yanuvwn épaammnaa
TekWwnpunaam. TpenaH buoncuacn mxtmépumnamp, dakaTt "Kypyk Tewumw" aeb aTtanaguraH €xku cysk
WANTUHUHT »Kyaa 3amnd nyHKTaTacu xonatnapu byHaaH myctacHo. CysK namrm cyptmacuaa kammaa 500
Ta AAPOBUI XyKapanapHu TEKLMPULL TaBCUA 3TUNAAM.

14



MepndeprK KOH EKM cyak nanrm cyptmacuaa YM/ Tawxpcy Kyimanwm yayH 20% éku yHAaH Kyn 6aacT
Xyalipanapu maexya 6yamwm kepak. T (15; 17), £(8;21), inv(16) ékm t(16;16) 6ynran YM/1aa sa 6ab3n
XoNnnapaa yTkMp sputpomminenosaa 6nact xyKampanapuHuHr yaywm 20%aaH Kam 6YAMWM MyMKKUH.
WCCTHUHr 2016 Mungarn sHru TacHudura myBodUK, 6OaCT Xy»KaMpanapuHUHE  yAYLWK  KU3UA
KYPTaKAapHUHT YAYLWIMAAH KaTbM Ha3ap xucobnaHaau.

VYNIHUHr pactnabku Talxucy Kyhunran 6apya 6emopnapra, WyHuHraek, YMJ peuunamsu
TALUXMUCU KYMUAraH BEMOPHM TEKLWINPULL NaNTUAQ, CYsSK MANTMAATM TEMATONOSTUK YTMMLLAOLL
Xy*KarpanapH1 MMMYHODEHOTUNMHIN YTKA3MLL, BAACT Xy*KanpanapuHUHE Yy EKN By Xy»Kanpann
anddepeHuMannaHm Katopura MaHCybANTMHN aHMKAALW YYyH TaBCUA 3TUNAAN

VIMMyHObEHOTUNAAW Xap AOMM CyAK WMAUTU XyKalpanapuaa amanra owupunaam, xatto nepuobepmk
KoHOarnm 6nacT  xyXampanapuHUHC - KYMAUMM  aHWMKAaHca  Xam. bupnamum  Tawxmucga  6nact
XY*KapanapuHUHT GOU3UHN OKUM LIMTOMETPUACK EpAammnia aHMKNaW MOPPONOTrMK XMCOBNaLWHUHT
YPHUHM Boca onManam, YyHKN By MKKM TEKLLMPYB HaTUXKanapu bup-ompura TYFpm KEAMACAUTU MYMKUH.

Yema  xyKalipanapuvHUHE  MUenous, MyHanuWWMHWM  TaCAMKAAW  YYyH MUEeNoWs, aHTUreHNapHUHT
IKCMpeccUacnHM Haxonaw Kepak. MPO-muenons KaTOPUHMHT  UYM3UKAM  CneunduK  MapKepwy,
rPaHYNOUMTAAPHUHT In30ocoman depmeHTU. KampoK daparkaga cneunduk muenouna bunaH H60OFAUK,
aHTurernnapra CD11b, CD11c, CD13, CD15, CD16, CD33, CD64, CD65, CD66bL, nnsoumm Ba 6olwKkanap
kmpaan. YM/ Tawxmucunun, arap MPO aHMKnaHMaca Ba YcuMMTa XyxKaiipanapw 6oLwKa, Hocneuuduk
Muenous, mapkepnapuHm ndoaanaca sa Y/IHUHT AMmpobnacT BapuaHTU YMKapmb TallnaHca, KynuL
MYMKMH.

FABHWMHI MOPDOLMTOKMMEBUIM TACHNUPU Ba UMMYHODEHOTUMNMK XYCYCUATAAPW YPTacnaa aHWK DOFANKANK
MyK. KynruHa muenona mapkepnap, Gdakat MerakapuoumTuk/TpomboumTaap KaTopu ydyH xoc byaraH
CD4la Ba CD61 cneunduk aHTUreHnapu 6yHaaH MmycTacHo, FAB 6Viimua YMJIHWMHE Typau xun
BapMaHT/NIapu Y4yH Xam WKOOU, xam canbuin 6yamnwm mymeuH. Xatto A ravkodopuH (CD235a),
apuTpOnaNap KAaTopu MapKepu, 3puTpobnacT nenkosga canbuit OYAULLIM MYMKWH, arap ycumTa
Xy*Kanpanapu spta YTMUWAOWNAPAAH OAMHraH 6ynca. WyHaant kunmb, mmmyHodeHoTUnuk (UOT)
TeKLWKUpyBAap MabaymoTaapura kypa, YM/IHUHT FAB-BapUaHTUHM aHMKAELL MYMKMH 3Mac.

Arap 6nacT xyskanpanapuHuHr 20% €KW yHAaH KYnpofu (4erapa KMMMaTM) aHMKNaHca, membpaHa
aHTUIEHW SKCMPECCUMACK YUyH MycbaT XyxKanpanap nxobui xmcobnaHaam. Uutonnasmatuk mapkepnap
yuyyH (MacanaH, umtonnasmaTtnk CD3, MPO, nusouum, aaposuin TdT Ba OolKanap) nacTpok 4yerapa
nwnatmnaan - 10%.

Arap cyaK WUAMTU acnMpPaTUHW ONWMLLHWHT WUAOXK Bynamaca, cyak uamrn bow cyarn 6GUONCUSACUHUHT
MMMYHOTUCTOKMMEBUNIN TEKLIMPYBK YTKA3naaM.

NOT Kyn napameTpanm OKMM LMUTOMETPUACKM épaamuaa amanra owupunaam (Kammuaa 3- Eku
4-paHr). Arap TpenaHobuonTaT TaxAnA KMAUHCa, YHUHT UK Teklwmnpysu YTkasnnaam. AitHunkca, MOTHM
TEKWMUPUW MUHMMaN auddepeHumannaHraHavk bunan YMJI, VTKMp MerakapuvouuTap fnelikos Ba
aHUKNaHMaraH anddepeHumnannanraHank 6unan Y/ kacanamrvHy aHnKAaLW yyyH 3apyp.

VNHWHF  pacTnabky  Talxucu  KyMunarad 6apya  6Hemopnapra, WyHWHRAEK, YMJIHUHF
TalUXMCNALWNAHIAH peunamBmuaa Cyak WAUMM  acnMPATUHUHE  LUMTOreHETUK TEeKWMPYBUHM

5C (KapéTunuHM) yTKasuL, 6eEMOPAAPHUHT XaBd rypyxaapn b6yiMmnya KapmoTmn aHOMaNACMHN Ba
TabaKaNaHWWMHM aHUKAALL, WYHUHIAEK, AaBOMALl TAKTUKACMHM aHMK1aW Ba Tepanua nantnaa
YCUMTa KNOHMHUMHI AMHAMMKACUHM Ky3aTULL Y4yH MAaPKEPHM aHUKNALL TaBCUA 3TUAAM

CTaHOapT UMTOreHeTuK Tekwnpys Y/1 wybxa KMAnHraH 6emopaa Talxpycnatl MyonaxkaniapuHUHE 3apyp
KOMMNOHEHTN 6Yanb xucobnaHaan. YMJI 6unaH ofpuraH 6emMOpAapHUHT ApMMaa XPOMOCOMa
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aHOManuAnapu ydypanau. byHaaH Tawkapwu, cyak mamrnaa 20% €xkun yHO@H Kyn 6nacT xyKarpanapu
MaBKy/, aHOMaMANAPHK aHWKNaW MUenoamcnaasma benrmnapu 6yarad YMJ/1 TalXUCUHN KYAWLW yuyH
eTapan. KapuMoTunHu aHMKNAW yd4yH Kammaa 20 Ta meTadaszaHu YpraHu MILOHYAM XMcobnaHaau.
Kapnotun aHomanuanapuHu nepudepuk KOHAAH Xam YpraHu TaBcua KuauHagau. [Jactnabku
TAaAKMKOT/NIAp [OAaBOMMAA aHWKAAHIAH KapuoTUM aHOMANAMANAPUHM Ky3aTWll, 3pULIKATAH Tepanua
TAabCUPUHUHT  TYAUKAUIMHM  Baxonall WMMKOHMHM  Bepaam Ba  annoreH VY3aKk  XyKalpasiapuHu
TPAHCNNAHTAUMACUHM XKyAa 3pTa TakAUd KMAUW MMKOHUATUHWU, BUPUHUYM MHAOYKUMA KypCUOAH KENUH
annasmaga anno-M’MXT yTkasuwrada, anbaTtra MyxoKkama KUAuLL 3apyp/anurMHn KypcaTaam.

VYNIHUHF acTnabky Talwxmucu KyiuaraH Gapya B6emopnapra, LYHUHIAEK, TalXWUC KYiuaraH
peunams YM/IHM TeKWUpULW BaKTUAA, MONEKYAP FeHeTUK TaakmnkoT - RUNX1-RUNX1T1 reH
MyTaunanapuHu M3P Epaammaa MONERYAAR FrEeHETUK TaaKMK Kuauw, CBFB-MYH11 reHmnaarm

5C mytaumanap N3P Ba FLT3-TKI reHnaaru mytaumManapHU MONEKYIAP FreHETUK TALKUK KMAULL, CYyAK
nanru acnupaTtnaa bemopnapHu xaBd rypyxnapu 6yiinya tabaxkanall Ba AaBOAAL TAKTUKACUHM
aHWKNALW, WYHWHIOEK Tepanua NanTuaa YCUMMTA KAOHAApW AMHAMMKACMHM Ky3aTWL YYyH
HenrmHM aHMKaLW TaBCUA 3TUNAAM

NPM1, CEBPA Ba FLT3 myTaumanapu CUHOBAAPWHM YTKa3MLW Makcadra MyBODUKAMP, YyHKM YMITHK
[ABONALWHWHI X03MpPrn éHaawysnapun by myTaumanap xakmMaarv MabaymMmoTHNU Tanab Kunaam, YyHku by
TepaneBTUK TaKTUKaHM aHUKAALWra TabCup Kuamwm mymrmH. NPM1 ékm CEBPA reHnapuaarn mytaumara
sra YMJ1 ¥CCT TomoHuaaH waptan Toudanap cudatuaa benrnnaHaan. ERG, MN1, EVI1, BAALC
reHnapuHuHr akcnpeccnack, WT1, RUNX1, MLL, KITRAS, TP53, TET2, IDH1 reHnapuHKUHT MyTaumnanapmu
Ba MKK HUHI aHMKNaHuwm KnT gonpacnaa tekwmpunagn. Ywby mapKkepiap y4yH MOAEKYAAP CKPUHWHT
MYCTaKW MabHOra ara amac, 1eKnH épaamum ycyn cndatnaa yHW CTaHaapT LMTOreHeTMK TEKLWMpPYBAAp
HaTVKanapw 6YmaraHa vwnatil MyMKkiH. YMJTHUHT 3aMOHaBMI MONEKYAAP AMArHOCTUKacKaa AHIY
aBNOAHN CEKBEHMPAALL YCYN XaM KeHT KYanaHnnaan, YMJ/1 naToreHesnaa MWTUPOK 3TaauraH 6up Heya
VHNab reHNnapHUHI AMArHOCTMK NaHennapw apatwaraH 6yaub, ynap ypraHuaraH YMJ/1 y éku 6y xasd
ToMdaACKHN aHMK TacHM AL UMKOHUHK Bepaaum.

CysiK WAUTUM acnUPATUHUHT UMTOrEHETUK TEKLWMPYBU (KapmoTunu) YyTKasmamaraH (o3rnHa
mMaTepuasn, MWUTO3Nap OAMHMaraH ek 20 JaH KamM MWUTO3/1ap ONIMHIAH) EKM KapoTunu
By3namaraH, ammo YMJTHUHI CUMMATOMAAPW aHWKNaHraH 6apya 6emopnapra A4acTaabku Talxme
KYMWLW, WYHWUHRAEK, YMTHUHT KaiTanaHuw SXTUMONMHM aHUKAALW, CYAK UAUTUAAMMN FeHNAPHUHT
TY3UINLIMHA @aHUMKAQLW YYYH MONEKYNAP LUTOreHeTUK TekwunpysuHu (FISH ycynu) YyTkasuu
TaBCMA 3TUNAAN

YMNpa RUNX1-RUNX1T1, CBFB-MYH11, PML/RARA, MLL Ba EVI1 ékn 5q Ba 7 XpOMOCOManapuHUHr
NYKoAMWK Tekwmnpunaam, 11923 coxamarm tpaHcaokaumanapga MLL 6GupuKmanapuHM aHMKAALW y4YyH
FISH Ttanab kunnHaan. FISHHM MOpPdONOrMk Ba rMCTONOIMMK CysiK MAMIM Npenapatinapy b6yinda xam
Barkapuil MyMKUH.

5C

FfemobnacTo3ga MUHMMAN KONAMK KacanivKk BenrmnapuHn aHuKaLW y4yH MONERYIAP MapKep
BopANTU TYFPUCMAR MabayMOTra ara 6YaraH ékm aHopman ummyHodeHoTunra (YM/1 Tawwxmcu
KYMuAraHaa aHuKkAaHrad) asra  6ynraH  6Hapya 6emopnapra, OWONOrMK  MaTepuanHu

5C vmmyHOopeHOTMNANAW, AAaBONALIHM HA30pPaT KMAWULW Ba NOCT-UHAYKLUMA TEPANUACK TAaKTUKACKUHM
aHMKNaLW y4yH Bemopnapra xoc npanmepnap épgammnaa (MporHo3u Kynam 6yaraH rypyx ydyH)
NENKEMMAZQ MUHUMAN KONAMK KACANIMKHUHT MOMIEKYNAP FEHETUK TEKLIMPYBUHM YTKasULW
TaBCWA 3TUNA M

Tepanusara »KaBOOHUHT TYNIMKAUTMHM Ba YHUHI CaKJaHWWWHW TaCAMKAAW YYyH, 3aMOHABMI XanKapo
TaBcusNapra MyBOQWK, HasopaT HyKTanapuaa MKKHM okum umtodnyopomeTpuacn (abeppaHT
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MMMYHODEHOTMN) yeynn €épaammaa Ba NPOrHO3uM AxwM ByaraH rypyx ydyH aca - M3P ycynm épaamuaa
dakat MKKHM monekynsap  Tekwwupysnap (RUNX1-RUNX1T1, CBFB-MYH1, NPM1 reHnapu
IKCNPECCUACUHM MUKO0PUIA Baxonall) YTKasUAULWN Kepak.

MKKHUHI  canbuin HasopaTMaaH CYHr, ypradya MnporHo3 rypyxuaarn bemopnapaa TepanuaHUHL
1-kypcmaaH cyHr MKK-maHduii pemuccusara spuwmnradaa, MKKHM AHaga AMKKAT GunaH Ky3aTull
nasomuaa anno-f’MXT YTKMamacaaH KMMETepanuaHM AaBOM 3TTUPMLL MacasacuHU Kypub dmKkumLu
MYMKWH. Kynain nporHosnmn bemopnapia XMMEpPUK TPAHCKPUNTHUHT AMHAMMKackM Bemopnapaa anio-
FMXTHM amanra OWNPULIHWMHE Makcaara MyBOPUKIUTUHM XaM aHUKNANAM.

HenponeMkemMunaHn TalixmMcaall Ba HeMponpodunaktMka ydyH bapya bemopsiapra opka mua
CYIORANTUHUHT YMYMUIA (KAMHKUK) Taxanam 6unaH ntomban nyHKUMAHK Haxkapuil TaBCUA 3TUNa M

Ymymar YM/1oa, mapkasuil acab TU3MMUHUHT Kampab ONMHULWIKM GeMopnapHUHr 5%0aH Kampofmnaa
yupaiau; 6up katop YMJ1 BapuaHTNapuaa, aliHUKca, MoHouuTap anddepeHumaumanall bunaH, 6oL
MUA KOBUFUHWUHT XKapaéHra KYLMANLW 3XTUMOIN IOKOPMW.

OpKa MMA NYHKUMACMHM BarkapulaaH ONAuMH KoHaarn Tpombouutaap coHuHu 30x10°/n Ba yHAaaH
IOKOPW Aapaskaja cakiab TypuLl makcaara MyBoGuKaMp. Arap TpombounTaap gapaxkacuHu 30x10°/n sa
YHOAH OKOPW Aaparkara KyTapuil MyMKuH 6ynmaca, MAT WKWMKACTAAHUWWUHUHT KAUMHWMK Benrmnapu
6ynmaca, remorpammaga Tpombouutaap coHu 30x10°/n gaH toKopu BYAryHra Kagap MyHKUUAHK
TYXTaTUO TYPULL MYMKUH.

Arap 6emopaa KoHaaru neikoumtos 100x10°/n gaH tokopu 6Yca, neikouutaap conm 20x10°/n gaH kam
OYAryHra Kagap 6MprHYM OpKa MUA NYHKLUMACUHN KEYNMKTUPULL Kepak.

HenponeMkemMunaHn TalixmMcaall Ba HeMponpodunaktMka ydyH H6apya bemopsiapra opka mua
CYIORANTUHUHT YMYMUIA (KAMHKUK) Taxanam 6unan ntomban nyHKUMAHKW 6axkapuil TaBCUA 3TUNa AN

MHCTpyMeHTan TeKkWwupysnap

YM/1 6unaH kacannaHraH 6apya 6Gemopnapra MaxcyC TepanuaHu OolnawgaH ONAVH,
WYHWHIOEK, AaBONaHULW NaiTuaa xadTaga 1 mapTaZaH xap owraya (Xampox naToNorMaHUHE
MaBXyO/JUTMHM  Ba KAMHMK XONMAaTHM XMcobra OAraH XoAn4a), WMCTanraH BaKTAa topak
MYyLLAKNapUaarm WMMNyAbC YTKa3yBYAHAMK Oy3UAMLWINAPUHM aHWMKAAW Ba/EKM MOHUTOPUHT
KMAUL YYYyH O@BOMAWHUMHE BYTYH AaBpY AAaBOMWMAA 31EKTPOKApAMOrpaduK mMabayMOTNapHM,
pyMxatra onuLl, paclmndpoBKanall, Tabpmdaall Ba TaJKMH KUAKL TaBCKA 3TUNAAM

5C

YM/1 6unaH kacannaHraH 6apya 6Gemopnapra MaxcyC TepanuaHu OolinawgaH ONAVH,
WYHWHIOEK, AaBONaHULW NaiTuaa xadTaga 1 mapTaZaH xap ownraya (Xampox naToNorMaHUHE

5C MaBXya/MrMHM Ba KAWHWK XONaTHWM xmMcobra onraH xon4a), WMcTanraH BaKTaa, topak
MYLLIAKNAPUHWUHT GYHKLMOHAA X0NaTUHM Baxonall y4yH AaBONALIHWMHT BYTYH AaBpW AaBOMMAA
axoKapAamorpadmaHM amanra OLWMpPULL TaBCKUA 3TN

YM/1 6unaH kKacannaHraH 6apya 6Gemopnapra MaxcyC TepanuaHu OolnawgaH ONAVH,
WYHMHIOEeK AaBofall AaBomuaa 2-3 xadtaga 1 mapTagaH 2-3 oviga 1 mapTarada (Xxampox
NaTONIOTUAHNHT MaBXKYA/JUMM Ba KAMHUK KYPUHULLIMHA XMcobra onraH Xo//aa) Yyactota 6una,
LWYHUHTAEK, arap Kepak 6ynaca, 6yTyH AaBonall AABPUHMHE UCTAAraH BaKTMAad, OpKa MMS
Ty3uaManapuaarv y3rapuiinapHi aHMKAaW Ba/EKM MOHUTOPUHT KUAML y4yH 6OW MUSHUHT
KOHTpacTcu3 KomnbtoTep TomorpaduacuHm (KT) Gaxapul TaBcus sTunaau. Helponemus
MaBRyAa 6yaraH Takampaa, 6ol mrua moaaack Ba 6oL Ba OpKa MUA KOBMKNapnHM Baxonall y4yH
6oL Ba OpKa MUA TOMUP NYUHUHT KOHTPACTAAHULWK BunaH MPT Hu 6arxkapuil TaBCusA 3TMAaAM

5C
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5C

5C

5C

YM/1 6unaH KacannaHraH 6apya 6emopnapra Maxcyc Tepanua 6oWwAaHWWWMAEH ONAVH,
LWYHUHIAEK AaBoall AaBoMuaa 2-3 xadTaga 1 maptaaaH 2-3 onaa 1 mapTtarada yactota bunaH
(XamMpox, MaTONOTMAHUHT MaBXKYAIMIM Ba KAMHUK KYPUHULLIMHKM XmMcobra onraH Xonaa),
LYHUHTAEK, arap Kepak 6ynca, OyTyH AaBoall AaBPUHUHE UCTAAraH BakTMAa, YNKa TYKMMacK Ba
KYKC Opannsn OPraHAapUHUHE Y3rapulmnMHM aHMKAALW YYyH KYKpak Kadacu opraHnapuHUHE
peHTreH Ba/éxkn KTHKM Baskapuil TaBCcusA aTMAA AN

YMJ/1 6unaH KacannaHraH bapya 6emopnapra ynapHu oanb BOPULLHKMHE UcTanraH 6ockuunaa
3KCTPaMeayNnap YHOFuM MaBKyaanrnra wybxa bunaH KaCaNIMKHUHT TaPKaAULWMHM aHUKNALW EKN
9KCTPamMeaynnap PeuMamBmMHM TaluXMCNall yYyH TEruLAW COXaHWMHT KoHTpacTau KT Ba/éku
MarHUT-pe3oHaHc Tomorpaduann (MPI) baskapuil TaBcuA 3TUAAAN

YM/1 6unaH KacannaHraH 6apya 6emopnapra Maxcyc Tepanua 6oWAaHUWWAEH ONAVH,
LWYHUHIAEK AaBoall AaBoMuaa 2-3 xadTaga 1 maptaaaH 2-3 onaa 1 mapTtarada yactota bunaH
(XaMpox, MaTONOTMAHUHT MaBXKYAIMIM Ba KAMHUK KYPUHULLIMHKM XmMcobra onraH Xxonaa),
WYHWHIOEK, arap Kepak 6ynca, AaBosall AaBPUHWHI UCTaaraH BaKTMAa, YCMMTa MacCacCUHUHT
Xa*KMUHU aHUKNALW Ba XaMPOX, MaTONOMMAHN TalXMCAALll Ba MOHUTOPUHI KMAULW YYyH KOPWH
OVIWANFUHWHE KUrap, TasioK Ba KOPWUH OYLWAMFM Aumba TYryHAAPUHUHE XaXKMUHW aHWUKAALL
6unaH YTT (yNbTpaToBYLW TEKWWMPYBM), YTKA3ULL, LYHUHIAEK, KOPUH BYLWANFU ab30NapPUHUHT
XO0NaTWHM Baxonall Ba KM3napAa KMUMK TOC ab30/IapPUHUHT Ba YFUA Bonanapaa MOAKAAPHUHT
YTTHKM BaskapuLl TaBCcua 3TUNAAN

KYWrMya AMarHoCcTuK TeKWUpPyBAap

5C

5C

5C

YMJIHUHF 1-pemuceuacura spunaAraHnaaH Kenmd anno-f’MXT TpaHcnaaHTaumAcMra HOM30.4,
neb xmcobnaHULWN MyMKMH ByaraH Gapya bemopnapra, WyHWUHIAEK, YAaPHUHT cMbAMHINapura
CyaK uanrn 6unaH 60FaMK OYAIMaraH MONEKYAAP TEHETUK T[UCTOMOCUK TEKLIMPYBUHMU
(cekBeHuMpnaw épaammnaa HLAHKM xan kuamiw) anno-T’MXTHM amanra OWUPULLHUHT MYMKUHANTY
Ba WMMKOHMATAAPUHM aHWKAALW Y4YyH MOTEeHUMAN AOHOPHM TPaHCNAaHTALUMA MapKasuaa
Macnaxataawmnb KMampull makcaanaa KapuHaow 6yamaraH AOHOPHM TaHAaW Y4yH YTKasuLu
TaBCuA 3TUNAAN

YMJ1 sKkcTpameaynnap YHoFum maxkyanurura wybxa 6yaraH 6emopaapra UMMYHOMMCTOKUMEBUIA
yCynnap Ba Mosiekynap 6GMON0rMK Tekwnpysnap épaammaa buoncmua matepmanmHi NaToaormk
Ba aHAaTOMMK TEeKLWMPYBAAPUHM VTKasuW ydyH 3apyp OyaraH muKaopda opraH/Tykuma
HMONCUACUHM YTKA3ULW TaBCUA 3TUNAAM

YMJIHUHF 1-pemuceuacura spunaAraHnaaH Kenmd anno-f’MXT TpaHcnaaHTaumAcMra HOM30.4,
neb xmcobnaHULWM MyMKMH ByaraH 6apya bemopnapra, WYHWUHIAEK, YAaPHUHT cMbAMHINapura
CyaK uanrn 6unaH 60FaMK OYAIMaraH MOAEKYAAP TEHETUK T[UCTOMOC/UK TEKLIMPYBUHMU
(cekBeHuMpnaw épamammnaa HLAHKM xan kuamiw) anno-T’MXTHM amanra OWUPULLHUHT MYMKUHANTY
Ba WMMKOHMATAAPUHM aHWKAALW Y4YyH MOTEeHUMAN AOHOPHM TPaHCMAaHTALUMA MapKasuaa
Macnaxatnawmnb KManmpull makcaamaa KapuHaow 6yamaraH AOHOPHM TaHAaW Y4yH YTKasuLL
TaBCuA 3TUNAAN
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[asonal

Unk 6op aHnknaHraH YMJ1 Tepanuacy

YM/pa KUM@ TepanuaHUHT caMapafopinm UKKMTa acocuii OMmUara BOFNK, - LUTOCTaTUK TabCUPHUHT
y31ra XoC/MM Ba yHra KYyLWMMYa AaBONAWHMHT eTapananmn. YMyMaH onraHaa, Y/1napHu 0aBonawHuHr
acoCUI TaMOMUANAPY - MUHMMA Japarkaaars TOKCUKAUK BunaH (TabCup KUAULLIHUHTE Y3Mra XOC/IUIM Ba
eTapananmn Tydanam) MmakcMman aaparkaja camMapaZopsvKka (TYFpu TaHAaHraH Xampox Tepanusacu
Tybannm) spuwmiwanp.

bonanapaa YM/IHM naBonall MHTEHCUMB NOAMKUMMETepanuaAra acocnaHraH 6yamb, yHu peunams xasdu
tokopu bynraH 6emopnapaa HLA- reHeTuK KuxaTaaH 6up Xnn KapuHAOoLW EKM anbTepHaTMB (KapuHaoLW
6YaMaraH, rannouaeHTUK) OOHOPAAH remaTonosTUK V3aK XyxKaipanapw TpaHcnnaHtaumacu (MYXT)
bunaH Tynampuw Kepak. Opanuk xasd rypyxura maHcyb 6emopnapra TpaHCMiaHTaUMAHM amanra
OLIMPULL 3apypaTh XaKuaa MyHO3apasap AaBOM 3TMOKAA; y dakaT HLA-reHeTUK »uxataaH 6up xun
CMBAMHINAP MaBXKYAMIMAA TaBCUA STUNAAMN.

Tepanuann 6ownawaaH onamH, Gemopra MapkasmMini TOMMpra KaTeTep KyMull OpKanu y30K BaKT
[AaBOMMAA MapKasnii TOMMPra KMPULWHM TabMMHAALW MaKcaara MyBodUKAMP.

Unk 6op YM/1 Tawxuck Kyhnnran 6apya 6emopnapra, MMKOH 6Yaca, KAMHUK TeKWMpPyBaapaa
MWTUPOK 3TULL TaBCKA 3TUNAAM

5C

Unk 6op YM/1 Talxmcy KYMUAraH KAMHUK TeKWWpYBAapra KUPUTUAWLLK MYMKUH ByamaraH

gc Dapya bemopnapaa kennHrvM KoHcoNMAAUMA BUNaH MHAYKLMA KYPCUHWM YTKa3ML Ba IOKOPY XaBd
rypyxura maHcy6 6apya Oemopnapra anaioreHWMK remaTtono3aTUK Y3aK  XyKalpanapwu
TpaHcnaaHTauuAcK (annolYXT) amanra owmMpuLL TaBCUA STUAAAM

TepanuaHuHr 6ownanmwm - YMJ/Ira HucbaTtaH camapanu 6YaraH acocui JopunapAaH TallKua TonraH
PEMUCCUA  MHAYKUMACKM Kypcuamp (UMTapabuH, aHTpauuKkAMHAap Ba 3TON03uA). [eMOMO33HUHT
PEMUCCUACK Ba TUKNAHULWIMIA SPULLIMATAHAAH CYHT, UMTapabuH (KyHura 2-3 r/m?) 1okopw aosanapura
acocnaHraH K1cKa (3 KypcaaH Kyn 6yamaraH) KoHcoMaaums Tepanmacu YTkasmnaan.

HLA moc KenaauraH KapuHAOLL AOHOP MaBxKy 4 6yica, toKopu xaBd rypyxmura maHcyb bapya bemopnapaa
KOHCOMMAAUMA TePaNUACUHUHE yyTa BNOKMAAH CYHT BUMPUHYM pemuccnana TpaHCnaaHTauMa amanra
ownpuamwmn Kepak. KOkopun xaBd rypyxmra maHcyd bemopnapaa HLA moc KenaguraH KapuHAOW EKu
KapuHAowWw 6yamaraH A4OHOP €KW aNbTePHATUB AOHOPAAH TPAHCNAAHTALMA aManra OWNPUANLLK KepaK
(rannonaeHTuK).

TpaHcnnaHTauma GakaT MXTMCOCNALLTaH MapKasnapaa amanra ownpunaam, by epra bemopnap xakuaarm
Mab/lyMOTNap OAAMHAAH OOPUANLLIM KepaK. TpaHcnaaHTaumMs mapkasuaga MMXT yuyH apu3a tokopu
XaBd rypyxmura maHcyb 6emopra Talxmc KynmaraHaaH KemuH ékmn 6up xmn HLA yxial KapmHAoLW A0OHOP
MaBXya 6ynraHaa Aapxoa TONWMPUIMLLN Kepak.

X031pru BakTAa y30K MyaaaT/iv Kyanab-kyBBaT/iall TepanmMAaCcMHM YTKa3unil TaBCKA 3TUIMaNaN.

5C YM/1 Tepanuack YTKasunraH bapya 6emopnapra opka MUA NYHKLUACK Ba MHTPaTeKan Tepanus
(DopwNapHM OpKa MUs KaHanura bopuLl) TaBCUA 3TUNAAN

Jactnabkm 100x10°/n Ba yHAAH HOKOPW MUKAOPAArM NeMKouMTo34a NoMBan NyKuMa UHOYKUUAHUHT
BUPUHUM KyHMaa smac, 6anku nerkounTtnap 50x10°/n napaxarada kamaraHuaaH KeMMH — IMKBOPHUHT
nepudepuKk KoH 6ractnapm bunaH KOHTamMUHauMacK (MGNOCAaHMLLIN) Ba OPKa MUA KaHAANAa KOH KeTuLl
xaBdu Hopanrnm cababnm HEeMpPONEMKO3HUHT HOTYFPU TAWXMCUHM KYMMACAMK MaKcaauia amasra
ownpunaam.
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Ewwura kKapab MHTpaTeKan KUPUTULL YuyH LuTapabuH fo3anapu.

Ewm No3acu, Mr
1 élwaaH KNYnK 20
1-2éw 26
2—-3éuw 34
3 éwaaH KaTTa 40

MpodunakTnk Tepanusa (mapkasuii acab TMaMMMAa AacTAabKuM WKMKACTNaHUW 6yamaraH xonaa):
UMTAaPabUHHUMHE MHTPATEKaNn KMpUTULWAApU: xap bup Tepanus 610KM BolwnaHMwnaaH onamMH 5 Ta
KMPUTULL Ba OXMPrM BI0K TyraraHAaH Ba reMaTonoa3 TUKAAHTaHAaH CYHr, AHa 2 Ta KUpUTULL 1 Ol opanmk,
ELR

MATHWHI acTNabKM WWKACTAAHUWARPW YYYH Tepanua: UMTapabuHHN MHTPapEeKan KUpUTULLAAP OpKa
MWS CYIOKIUTM TO3a1laHMaryH4a, xaprtacura bMp mapTa, IEKUH Kamuaa 3 mapTa yTkasunagun. KennH opka
MW KaHanura UMTapabuHHU KUpUTULW NPodUNAKTUK AasBonallgars cxema bymuua, sbHU xap 6up
Knmétepanua 6ownaHMwmMaaH onamH Ba OXMpru 60K TyraraHMAaH Ba remMatonoss TUKAaHUTraHWAaH
KENMH AHa 2 Ta KUpUTULWL 1 o opanmk bmnaH AaBom 3TTUPUAAAN.

5C 3 waaH owraH c inv(16) 6unan YM/ 6YnraH, MATHUHF BUMpaamum LWMKacTAaHUWK ByAmaraH
6emopnap yuyH 12 p 6munaH npodmaakTnUK KpaHWan HypaAaHTUPULL TaBCUS 3TUNAAN
3 waaH owraH MATHUHT BMpAamum LWMKacTAaHWWwm 6unan YMJ1 6yaraH 6apya 6emopnap yuyH
SC  LnTapabuHHU 3 Ta MHTPaTEKan KUPUTUAUWKAAH KeIMH TMKBOPHUHT CaHaLMACKTa SpULLMaraH
Hbapya bemopnapra 18 'p 6GMNAH KpaHUan HYPAAHTUPULL TEPANUACUHM YTKa3MLL TaBCKA STUAAAM

KpaHunan HypaaHTUPULL raMma-NMyoK KM YN3UKAM TesnaTrny épaammaa amanra olwmpunagn. byHaan
X0N4a, HypAaHULW MaaoHuUra OYTyH HEMPOKPAHMYM, LY KymiadaH YMypTKa 6YnnH coxacnHmnHr C2 raya
OYNraH KUCMUHM Y3 MUMra oaraH lKOpM KMCMK, peTpobynbbap BYWAnK Ba 6O CyArMHUHT TYJIMK acocu
TYWWNLLIK KepPaK; XKaf OYFUMAAPUHUHT HYPAaHULL ManAOHUTA TYLWNLLIM Mala0H KOHQUIypaLumacura Tabemp
KUAMacanri kepak. KyHaannk 6up mapTtanmk gosa - 1,5 [p-HW TalKna KMnaam, ymymaH bemop xadta
nasommaa 7,5 I'p ao3a onagn. HypAaHTUPULWHWMHE YMYMUA AaBOMUNANTIL 2 AaH 3 xadTarayaHu Tallku
Kunaam. OpKa MU HypAaHWUWKM Xed Kumra yTkasunamanan. TUXT peskanawtmpunrad 6emopnapra
TPaHCMAAHTAUMALAH KEMWMH HYPAaHTUPWULL Ba UMTAPAOUMHHWHI OXMPTXM 2 WMHTPATEKaAN KUPUTUAMLIN
amasnra owmpuiagm.

YM/1 6unaH KacannaHraH 6apya 6emopnapra BFM 6aéHHomacu 6Yinya TepanuaHUHT MHTEHCKB
SC kucmu TyraraHaaH KelmH, 6emop y4yH noTteHuman poaa Ba xaBpaapHu xmcobra onraH xonaa
KY/11ab-KyBBaT/10BUYM TEPANUAHN KYPMO YNKMLL TaBCKA 3TUIAAM

KYnnab-kyBBaT/10BUM TEpaAnMa BOCKMUM OXMPIU KUMETEPANMA KyPCUMAaH KENUMH- TeMOMNO033HMU TUKNALWAaH
KelunH 6ownaHagn. MepKantonypuH Xap KyHW OfM3 opkaau 50 mr/m? 6ownaHfmy no3a 6unad,
UMTapabuH KyHMra 2 mapta 25 mr/m? [03a4a xap OMHUHT 4 KyHuaa Tepu octura bytopunagn. Kynnab-
KyBBaT/0BYN TEPANUAHUHT AaBoMUIAAUIK 12 o,

tOKOpM MHTEHCMBAMKAATM  «BONOKAWM» TepanuagaH KeWuMHrM  Kynnab-KyBBaT/OBUM  TEPAMMUAHUHT
MYXMMAUTU, YTKA3MATaH TeKWMpyBaapra Kypa, wybxanmamp. byHaaH Talwkapu, Kynnab-KyBBaTA0BYM
TepanuUAHNUHT YMYMUN OMOH KOAMLLITa canbuii TabCmpmn BOpPAUMM Xaknaa Aanvnnap MasBxKyma,.

VM peunamnenapw Ba pedpaktep WaKNAapy Tepanvacu

YM/ peunamsn Ba pedpakTep Keumwwu Kaia stuaraH 6emopnapra annolMXT 6unaH MHTEHCKB
OKOPW 103311 NONIMKUMETEPANUAHM YTKA3NLW TaBCUA 3TUNAAN
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Arap MHAYKUMA KypcuaaH KelnH bemopaa KMCMaH pemnccuara spuiimnarat 6ynca, y 6aéHHomara kypa
[aBONAHWLLIHM AaBOM 3TTUPULLK KepaK. YMJ/1 pedpakTtepamp, byHaa 2 Ta KUMETepanua 610KMAaH KeMnH
(by xonatma AIE Ba HAMpaH KelnH) cyak uamrmaa 5% paH opTuk 61acT MHOUALTPAUMA EKK
IKCTPAaMeayNNAp LMKACTAAHUW CaKMaHWb Konaau. byHaal xonataa Ba peumamB PUBONKIAHMLLIMAG,
bemopHu GayaapabuH, umMTapabuH Ba aHTPALMKANHHUHT IOKOPW A03anapyu bunaH gasonallura yTkasumi
Kepak.

®dnynapabuHam TepanuaaaH cyHr 6emopnapra remoTpaHCchy3MoH (KOH KyruLl) Tepanuacu yuyH
HypaaHraH KOH Maxcy/ioTaapuaaH GonaanaHnil Kepak.

Pemuccmara sapuwnMaraHaa, aHTPaUMKAMHCK3 YXLWall Tepanua KYPCUHKM YTKasuw Kepak, cyHrpa — HLA
reHeTUK YXWall €KW anbTepHATUB AOHOPAAH aNNOreHMK TPaHCNAAHTAUMAHN aManra oWwmnpuL Kepak.
PedpakTtep ékn peunans YMITHUHT KMMETepanuAcHHKM bolnalaaH onamH, 6emop, cubAuHr Ba OTa-
oHanapuaa HLA-TUNMKNALWHM YTKa3ULW Ba MablyMOTAApPHM TPAHCMIAHTaLMA MapKa3mra kobopumLL Kepak.

YM/1 y4yH MaKcaanm Tepanua crudaTria SHr AXWMW HaTvxkanap copadeHnb npenapaTuHM Kyanalaa
Kypcatmnaam. TMPO3MH KMHaszanapu copadeHnb in vitro cenexktms 6yamaraH nHrmbutopun ITD-FIt-3
PELENTOPUHMHT  GoCchopUANaHUWINHU  MHIMBUpnanan; anno-M’MXTaaH KelnuH 3KCTpameaynynsp
Takpopuit YM/1 6YnraH 6emopaa 47 KyH Aasomuaa xap KyHu 300 mr/m? copadennbaar mysaddakmatan
donaanaHuLl TYFpUCHaa MabayMOTAap MaBXKyd, CYHrpa xap KyHu 170 mr/m? copadeHunb Tepanuacu
YTKa3nnau.

MHAyKUMA BakTMAa knaapunbuH (5 KyH gasomuaa 9 mr/m2) umtapabun (5 KyH gasomuga 500 mr/m?)
BunaH KyanaHunam, cyHrpa aHa 2 ta DAV kypcu (30 mr/m? gayHopybuumH 1-3 KyHnapu 72 coatnmk
nHdy3smna) 1-5 kynnappa 250 mr/m? untapabur 120 coatnuk mHdysua, 4 sa 5-kyHnapaa 200 mr/m?
aTonosng 48 coaTank uHoysna) kyananunam, by 90-100% bemopnapaa PEMUCCUAHN O MMKOHUHM
bepan, Ba BYHUHT y30K MyAAaT/IM HAaTUXKaNap ydyH 6axoCcnHM aH4Ya KeMUHPOK BepuLl MymMKuH 6ynca-aa,
Oy Mab/lymoTAap aH4Ya noHY bepaau.

Xampox, Tepanun

Tascuanapra myBoduk, YMJ/1 TepanuacuHm onaétraH 6apya 6emopaapra KOMOUHaLMANAHTaH Ba
5C xamMpox TepanuaHu YTKasuL TaBCcUA 3TUNaAM. [JaBo TaKTMKacK xap Bup xonaT yd4yH MHAMBMAYaN
paBuLIAa TaHab onnMHaaMN.

BonanapHu nammnHap 6okcnapaa ékn kyuma HEPA - dunbTpnapuHm ypHatMw 6munaH tokopu 6ocuman
MaXOypui WamonnaTuil TM3aMMmmra ara 6yanHMmanapuaa n3onsaums KUAnLWL TaBcus sTuaaam.

NHY3MOH Tepanus:

NHOYKUMAHWMHT BMpnHUM dasacnaa MHOY3MA Kanui xNopuacuMs amanra owupunaaum. [ekctposa 5%
3000 ma/M2/kyH + HaTpuit xnop 10% 30 ma/m? + HaTpuit ruapokapboHat 7,5% 40 - 60 mn/m2/kyH. by
BaKTAa Anype3 OanaHCUHM AMKKAT OunaH Ky3aTmb Oopuil Kepak, arap cuiank TyTub Typuauiim
6 coaT gasomuaa 200 ma/m? gan owca, 0,5-1 Mr/Kr go3aga GypocemMmnaHu KUPUTULL TaBCUA STUNAAN.

NHAYKUMAHUHT MKKMHYK da3acnaa nHOY3MOH Tepanunsa Ba KeMMHrn 6apya noMmepoTepanms Kypcaapu:
fekctposa 5% 2000 mn/m?/kyH + Hatpuit xnopua 10% 1 mA/Kr/KyH + Kanui xnop 7,5% -
1-2 mn/Kr/kyH (Ekn 3appobaarv K+ gapaskacy HaTUsKkanapura Kypa).

KoNoHNeCTUMYNNOBUM OMUANAP. KONOHMECTMMYANOBYM OMUANIAPHWU  PEeXaNalTUpraH pasuwaa
TanMHNALW TaBcua aTMAManan. Kynnaw dakaT xaétuin KypcaTmanap bunaH, AbHM reMaTonosTUK aniasunsa
xonatnaa 6ynraH 6emopnapaa cencuc bynraHaa Ba baxkTtepuan Ba/ékM 3ambypyF MHbEKUUANAPUHM
eTapan Aapaxada Ha3opaT KMIMHMaANAMIaH aHTUMUKPOD Tepanuacy YerapanaHuLLmM Kepak.
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AHTMDOaKTepuan Tepanua. Arap uHbekuma benrvnapu nampo 6ynraHga (YYoK LWMKACTAQHMLIKM EKU
HOMab/lym 3TUONOTUAAN  WUCUTMA), SMMNUPUK aHTMDaKTepuan Tepanuack Oyiopunagnm, AbHK
HOaKTEPUONOTMK TEKWMPYBAAP HaTUXKaNapW ONMHMaryHrada. besrak (nuxopagka) aeb akcuanap
XapopaTHUHT >38,0°C 6utTa snusoam ékm cybdebpun ucutmanuHr (37.5-38.0°C) 3 ta snmsoam éxkn 37,5-
37,9°C 6up coaT €KW yHOaH KYNpoK BaKT AaBOM 3TaiauraH 6uTTa snusoara antunaau. Cy6debpun
XONaTAa - ICUTMaHM TYLWIMPYBYU BOCUTANAPHM ULWNATMAHT!

MHEBMOLMCT MHEBMOHUA NpodUNaKTUKacK. MHeBMOUMCT NHeBMOHMACKM YMJ1 TepanuACUHUHE Kam
yypanauraH acopatinapu bynca-ga, ToumeTonpum 6yinnya xadtaga 3 KyH KEeTMa-KeT KO-TPMMOKCA30
[cynbdameToKcazon + TpumeTtonpum] Kabyn Kuauw Tascua aTunagnm, daxkaTt dnygapabuH onrad
bemopnapaa.

Pe3ncTeHT MWMKPODAOPAHMHT  WAKANAHULW  3XTUMOAW  OKOPW  OYAraHAUTM,  WYHWHTAEK,
KeHranTupuaraH cnektpam beta-naktamasa (KCB/1) maxcynotnapu bunaH sHTepobaktepusanap

5C KkenTupub ymKapaauraH MHOEKLMANAPHUHT IOKOPY YacToTacuHU xucobra onraH xonga, YM/aa
HaKkTepmnan MHPeKLUMANAPHUHT aHTMONOTUKAN NpenapaTaap bunaH bupnamum npoduaakTMkacm
H6apya bemopnapra TaBcus aTUAMANAN (MYaKHUHT CENEKTMB AEKOHTaMMHALMACHK)

NHTEHCMB  WMHAYKUMOH  KMMETepanusaHu  yTKasuw  nantuga  bemopnapra  MHBA3MB
5C acneprunnesHuHr (MA) to3ara keamwm Yyactotac 10%aaH owaauraH TMH6OGMIA myaccacanapaa
NoCakoHa30/1 6MNaH MHBA3MB MUKO3NAPHUHT NPODUNAKTUKACUHN YTKA3MLL TaBCUA 3TUNAAN

OnanHrn rypcnapaa WA Tawxucn KymmnradH 6emopnapra npenapatHW Kyanaw 6unadH MApaH
5C paBonaHMWra 3puWIMATaH MKKMAAMUM 3aMbypyfra Kapwm npodunakTMKaHW YTKasuW TaBCUA
EENTY

®ebpun HentponeHuaaa OUMPUHYM BOCKMY aHTUOMOTMKNApKM cudbatuaa uedonepasoH +
5C cynbbaktam, nunepauunnnH + tasobakrtam, uedenum, Luedtasnamm gaH GonganaHuil TaBCUs
aTUNaam

AHTUMUKpOBKMan TepanuaHnm moauduKaumanall YTKasuaraH TEKWWPYB MabaymoTaapura mMysodUK,
amanra owmnpunaan (KT, MMKpobuonornk Tekwupysnap Ba bouwkanap). KapbaneHemnapHu ¢pebpun
HenTponeHnaaa BUpnHUYM BOCKMY aHTMOMOTMKNAPK cudaTnaa TaMHAALW CENTUK LOK MaBKyd byaraH,
WYHUHTAEK MHPekumanap atuonornsacmaa KCBJ1 xocmnanapn 6unaH sHTepobakTepusnap yCTyHAMUK
KMNagmraH KAMHMKanap MaBxyanurnaa 6emopnapaa oknaHagn.

FyMopan MMMYHUTET TAHKMCAUTM Ba OFUP FOKYMIM acopaTiap (cencuc), Wy *KymaaZaH BUPYCan
(LMTOMEraNoBUPYCAN) MHDEKUMANAPU MABKYAIUIMAA NpenapaTHU TMHOMI Kynnaw 6yinnda

= nypuKkHOManapra MyBOOWK Jo3anapaa oOJaM WMMYHOrN0OYMHM TOMUP W4YMra Hopman
TpaHCY3MACMHM amara oWnpULL TaBCUSA TUAAAM
YMJ/1 6unaH KacannaHraH 18 éwraua 6ynraH 6apua 6emopnapra TpombouMTAap Aapaxacu
5C 10x10°/n-paH nact 6ynraH Exku TPOMBOUMTAAPHUHT OyHAaH HOKOPM KypcaTKMuiapuaa

reMopparMk CUHAPOM €KUM MHOEKUMA MaBKyaNIMIMAa TPOMOOUMTAAP TPaHCDY3IUACMHM amanra
OLIMPWLL TaBCKA 3TN AN

feMopparMk CUHAPOMHUHT Xap KaHA4al HaMOEH byanlim (netexman, alHUKCca OFM3 WWANWK KaBaTuaa,
034a Ba KYyKpaK KadpaCMHWHI ONg, to3acuaa ToWManap, Xap KaHdal KOH KeTulu) Ba/éku TaHa
XapopaTuHMHI 37,5°C AaH owunu, aHUK MHPEeKUMS Y40FM BYImaca Xam, XaTTo TPOMOOoLUMTAAP MUKO0PK
nepudepnk KoHga 20x10°/n gaH owca xam, TPOMBOKOHLEHTPATNap KOHPY3MACMHM Tanab Kuaaau.
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BeMopHM MHBa3WMB MyonaXKanapHW OarkapuwaaH onAMH Talépnawaa TPOoMOOKOHLEeHTpaTAapHM
TpaHCPY3MA KMAULL YUYH LYHTra yXwall Kypcatma 6yanb xmcobnaHaaw.

VHOYKUMAHWUHT BMPUHYM BOCKMYM Ba MHBA3MB MAHUNYNAUMANAPHM Barkapuil yyuyH (ntomban nyHKUmA,
MapKasuil TOMMUpP KaTeTepusaumacu) TpombounTnap gaparkacu kammaa 30x10°/n 6yamwm kepak. Xap
KaHAal NONMKMMETEpPanMA KypCuaaH KeMMH reMaToNo33HUHT aniasmacK AaBpuaa, arap KOH KeTuwnap
6ynmaca Ba/ékn debpun ucutma bBunaH uHdekuma 6Bynmaca, Tpomboumtaap Kammga 15x10%/n
Japarkacuaa cakaaHuwm kepak. Pebpun ncutma bunaH MHdpekuma dupnawraHaa sa AmboTepuumH
B-naH doiaanaHmaranga tpomboumutaap kamunaa 20x10°/n gapaskacuaa cakiaHUWM Kepak.

LWnnnnk napaanapiaH Kyuyam KOH KeTWL, OLIKO30H-MYaK TPaKTUAA KOH KeTWL, YNKadaH KOH KeTuln,
MUAra  KOH KYMUAULLM - TPOMOOUMTAAPHUMHI Xap KaHdal KypcaTkmynapuaa TpombouuTaapHu
TpaHCPy3MA KMAULL yUyH KypcaTma 6Yamb xncobnaHaguw.

18 éwraua 6YnraH YM/1 kacanauru 6yaraH 6apua 6emopnapra remornobux 70 r/a-gaH nact sa
remaTokpuT 0,3-4aH Kam 6ynraHoa €ku aHemMua CUMHAPOMUHWHE  KAWHWUK  Benrmnapu
(YMKYYaHAWK, TaxuKkapama, Habac KUCUAMLWIKM) PUBOXKAAHWMWNMAA 3PUTPOLMTAP  Macca
TpaHCHy3MACUHM BaxkapulLL TaBCUA 3TUNAAN

KnagpunbuH onraH 6emopnapra HypAaHTUPKUATaH KOH NpenapaTaapy KyMuamin Kepak.

KoH nnasmacuaa remoctas (rmno- Ba rvnepkoarynaums) Oysmavim  xonatnapuaa  KoH
KOMMOHEHTNapn TPaHChY3MACUHIN DaxKapuLl TaBCUA 3TUNAAN

KVpcatmanap Ba TpaHchy3manm Kynnab-KyBBaTaAaLll Xa*KMK KOaryaorpamma KypcaTkMuynapm Ba KAMHUK
xonat bunaH benrnnaHagun.

KnagpunbuH onraH 6emopnapra HypAaHTUPUATaH KOH NpenapaTaapy KyMuamin Kepak.

AHMM My3naTuaraH nnasma TpaHdy3smAack dakaT Koarysorpammana »Kuaamin yarapuwnap oynraHaa
amanra owwvpunagn: oubpuHoreH 1 r/n-gaH Kam, NPOTPOMOUH MHAEKcM 50%aaH nact, ®KTB
55 ceKyHAO4aH OpPTUK.

YTKUP KM CYpYHKaNM OFPUK CMHOPOMMUAA OFPUKHUHE STUONOMMACUHM aHUKNAWTUPULL TaBCuA
aTMNAAM; arap ANAWFNAHMLW YYOFM aHMK/IAHCA, TErUWAM KAMHUMK KypcaTmanapra mMyBOOUK
ANNUFAAHUI YYOFUHM Aa@BOMAll YyYyH 3apyp 4Yopanap Kypuaagm (ly KymaanaH, arap Kepak
6Vnca, *KappoxanK Myam bunaH AaBonall); arap OFPUK CUHAPOMUHUHT FOKYMAW Ba SANUFNAHALL

5C o )
TaburaTtn YMKapnb TallaHCa, OFPUK KONANMPULL BYnMYa MaBxKyd 6aéHHOMaNapra MyBOUK, Ly
KyMaadaH, arap Kypcatmanap 6ynca, rMéxBaHAAMK Ba MNCUXOTPOM AOPUAAPHW Kyanawaa,
LuMTONneHma bunaH BOFANK MyMKUH BYAraH KOHTPEeHAMKALMANAPHN, BOLLKA KAMHUK XONaTAapPHN
XMcobra onraH xon4a aHecTe3nK TepanmaHmM YTKa3mML TaBCUA 3TUAAAM
MpodunaKkTnKacu

Acocuit KaCaNIMKHUHE NacT Aapakacu Ba KaCa/IMKHWHT HOMabaym cababnapu tydaniam YMJ/IHu
Bupnamum npodUNaKTUKACKMHM YTKA3ULL MYMKKMH 3Mac.

Kacannmk peunamBuHUHT ONANHU 0NN BUPUHYM KaTop Tepanuacn baéHHomack Ba MXTHM amanra
OWNPULL XaMaa MyHTa3am AMHAMWUK Ky3aTyBHM 0116 6opuLlra acoc/iaHraH.

Acocuit KaCaNZIMKHUHE NacT Aapakacu Ba KaCa/MMKHWHT HOMabaym cababnapu Tydaniam YMJ/IHu
Bupnamum npoduUNaKTUKACUHM YTKA3ULL MYMKKH 3Mac.

Kacannmk peunamBuHUHT ONANHU 0NN BUPUHYM KaTop Tepanuacn baéHHomack Ba MXTHM amanra
OWNPULL XaMaa MyHTa3am AMHAMWUK Ky3aTyBHM 0116 6opuLira acoc/iaHraH.
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5C

5C

KYnnab-kyBBaTNOBUYM Tepanusa AaBoMmUaa ovinra 6up mapta YMyMUI (KNUHKUK) KOH TaXAMANHM
YTKa3uML TaBCUA 3TUMAAM

Tepanua TyraraHaaH CYHr, remaTo/or Ba/éKu neamaTp TOMOHUAAH Kyuaari 4yactoTana Kepakim
MUKA0PAATM TEKWNPYBAAP YTKA3UAND, Ky3aTUAMLLIM TaBCUA STUNAAM:

1. Cyak Kymuru TpaHcnnaHtauuacuum (CKT) onraH 6emopnap TPaHCMAAHTALMA MapKasUHMHE
TaBcuanapura bMHoaH Ky3aTnb bopunaam.

2. CKTcunHKM onmaraH bemopnap:

a) nenkoumtap GOPMyNacuMHM xmcobnaraH Tap3ga YMYMUA (KAMHMK) KOH Taxauam -
bupnHUK 3 oaa bup mapTa, cyHrpa 5 Mnnaa 6 oaa bup mapTa.

b) omam mmmyHuTeT TaHkucaurn supycn OMB-1 (Human immunodeficiency virus HIV-1)
YUYYH MOJIEKYASP-OMONOTMK KOH TEKWUpPYyBK, KoHaaru B renatntu Bupycu (Hepatitis B
virus) aHtureHmHm (HbsAg) aHmknaw, KoHaarm C renatut Bupycura (Hepatitis C virus)
aHTUTaHaYaNapHM KUMETepanus TyraraHnaaH 6 o yTray aHnK AW

C) OMOKMMEBUI YMYMWNI TEPANEBTUK KOH TaxUAM - anbbymuH, AT, ACT, AT, 6unnpybuH
(yMymunin Ba TYFpuAaH-TYFPU), MOYEBMHA Ba KPeaTUHWH, deppuTuH 1 mapta 5 hnn
AasBommnaa.

d) OKT Ba axokapanorpadusa nmamra bup mapta 5 Mun gasommnaa

e) KMMETepanusa TyraraHuaaH 6 oi yTray, sKkcTpameaynnap Y4okaapHUHr KT/MPTcu.

Tnb6buin époam KypcaTMAULWUHU TaWWKUANALWTUPULL

PexkanalTMpUAraH paBuLLAa KacanxoHara ETKM3NLL YYyH KypcaTmanap:

YN kacannurura wybxa/Tawxmc KyMUanLLn.

YN peunanBUHUHT AxarHOCTUKacK.

Knmé TepanmaHuHr HaBbaTaarn KYpCMHM TYHY-KYHIM CTalMoHapaa YTKasuLL.

Pexkanalwtvpuarad NYXTHW 6axkapuLu.

PexanalwTMpUAraH *KappoxanK apanallysaapHm baxapuLu.

MyHTa3am 3KCTpakoprnopasn KOHHM To3anaw Ba OyWMPaKHUMHI aaMaWTUPULL TepanusaCKMHK
YTKa3MLL.

[eMOKOMMOHEHTAAPHUHT a/IMALLTUPULL TEPANUACUHM YTKA3ULL.

LoWwnnnHY paBULLAA KacanxoHara ETKU3ULW y4yH KypcaTManap:

nenkoumTos 100 x 10°/n paH rokopu

bebpnn ncntma Ba KUMETEPANMA KypCcuaaH CYyHTr HeMTponeHns GoHMAa OKYMAN acopaTiap;
remopparvk asiomar;

TPOMDOOTUKK acopatnap;

reMOKOMMOHEHTIN WOLWWANHY TepanuaHM YTKa3uLL 3apypusaTu;

aCoOCUN  KACaNZIMKHUHT  PUBOXNAHUWNAAH Kennb UMKKAH EKM [JaBONaHMLW  HaTuKacuaa
PUBOMKNAHIAH BOLWKA TU3MMAN KacanamKknap.

BemopHM KacanxoHagaH YMKapuLl y4yH KypcaTMmanap:

Habatoarn Kumé Ttepanua KypcuaaH KenuH nepudepmKk KOH KYypcaTKMUYNapuHM TUKNAL
(neitkoumntnap 1 x 10°/n aaH oKkopw, rpanynountaap 0,5 x 10°/n gaH okopu, TpomboumTaap 50
x 10°/n paH oKkopwu, remornobun 80 r/n naH tokopu).

3-5 KyH M4ynga HOPMOTEPMMSA Ba KYPCAAH KEMMHIM AaBpAa HA30PaTCM3 FOKYMAN aCOPATAAPHUHT
NYKANTU.

feMoppariK acopataapHuU eHrMANALLTUPALL.

TpoMbOTMK acopaT/iiapHN eHIMANAWTMPULL.
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ACOCUI KaCaZIMKHUHT KeYUIIM HaTUXKacuMaa Kenmb UMKKaH EKM [aBOJIaHWMLL HaTMXKacMaa

PnBOXNaHIaH TU3MMIN KaCaNJTIMKNAPHN eHTUANAWTUPNLL.

BemopHM unxTUCOChaWTUPUATraH TMOOMIN Myaccacara YTKasMWHMHE Makcazra MyBOQUKAUIN
TYFPUCMAOA Xy/ioca 4YMKapul TakauMm  3TUAraH TMbbuir  xyxxkatnap 6yinua onamHaaH
MacnaxaTnalmil YTKasuaraHaaH Ba/éKm BemMOpHM YTKasUAULLM pexkanallTvpuaraH Tmboumi
TALWWKWMIOT MyTaxaccnciapm TOMOHUAAH ONAMHAAH TEKWMPUATAHAAH CYHT aMasara OWwmpunaau.

Tnb6bumn époam cudatmHn baxonall mesoHNapU

Ne

10.

11.

12.

Tnb6mit épaam cndatmHm Haxonal Mes3oHNapy
YM wybxa KuanHran ékm YMJ 6unaH KacannaHraH 6eMopHu BUpPKHYM Kabyn
KM NanTUAa LWMKOATAAP, aHAMHE3 Mab/lyMOTAapM TyNiaHaM Ba 06 beKTMB
xonat baxonaHau.
YM wybxa KuanHran ékm YMJ1 6unaH KacannaHraH 6eMopHu BUpKHYM Kabyn
KWUAULL NanTuaa yMyMUIA (KAMHWUK) KOH TaxInAW NeMKOUMTAAPHUHT
andbdepeHuman coHu (nerkountap bopmynacu) Ba KoHaarn TpombounTnap
[aparkacuHKM YpraHuw amanra owmnpunau.
YM/ wybxa KMAnHraH 6emopaa CyaK UMM Ma3oKUMHU LIMTONOTMK TeKLWMPULL
(MmMenorpammanap) Ba Cysik UMMM MUKPOMPENnapaTUHN LMTOKMMEBUIA YpraHULL
amasra owmpuaan.
YM/1 wybxa KMAnHraH 6emopaa CysaK UMMM acnmpaTuHU LUTOrEHeTUK YpraHuLL
(KapunoTMn) amanra oWwnMpUIaN.
YM wybxa kunnHraH 6emopaa ékn YMJ1 6unaH kacannaHrad 6emopaa
OUPUHYNM KaBYA KMAULW NanTMAa BMOKMMEBUIA YMYMUIA TEPANEBTUK KOH Tax NN
YTKa3mAam (KpeaTUHUH, YMYMUIA OKCUA, YMYMUI BUANPYOUH,
NakTaTaermaporeHasa).
YMI wybxa KuanHraH 6emopaa 0pKka MuUa CYIOKAUTUHUHE YMYMUIA (KAVHWK)
TaxANAN YTKa3nAam.
YM wybxa kunnHraH bemopaa KyKkpak Kadacu Ba/EKM MUAHUHT
peHTreHorpammack Ba/éxkm KT TeKWMpysn YTKasuaam.
YMJ1 BUPUHUM MapTa TalXMUC KYinaraH 6emop, UMKOHUAT 6YaraH TakampAaa,
KNMHUK TEKWMNPYBra KUPUTUAAMN.
YMJ1 BUPUHUM MapTa TalxmUc KyimnaraH 6emopaa b6apya AnarHOCTUK Tagbupaapu
TyraraHzaH CyHr, MHAYKUMOH Tepanus yTKasmaam
YM/1 TeKWmpyBu YTKasuUAraH, KAVHWK TaaKMKOTAap AoMpacuaaH Talkapuaa
[aBONAHAETraH Ba TEPANUAHUHT MHAYKUMOH 6OCKMYMAAH KelMnH TPra spuLiraH
Hemopra peMmccna KOHCONNAALUMA AACTYPU aManra OLMPUNAN.
YM/1 TeKWmpyBu YTKasuAraH, KAVHWK TaaKMKOTAap AoMpacuaaH Talkapuaa
[ABONAHAETraH Ba TEPANUAHUHT MHAYKUMOH 6OCKMYMAAH KelMnH TPra apuLiraH
Hemopra annoreHnK Cysik UAUMM TpaHcnAaHTaUmMACK /annoreHnk - TUXTHM
YTKa3nL MMKOHWATM Ba MaKcaara MyBOOUKIMUIA MacanacMHM Xan KUAnLW yYyH
TPaHCN/MAHTALUMA MapKa3naa MmaciaxaTaaH yTKkasuaam.
YM/1 TeKWnpyBm YTKasuAraH, KAVHWK TaaKMKOTAap AoMpacuaaH Tallkapuaa
AaBosiaHaéTtraH 6emopaa pemmnccua MHAYKUMACUHUHE 1 Ba 2-Kypciapu
TyraraHZaH CyHr, CysiK UAUTM Ma3oKUHWUHT (MWenorpammanap) LMToN0TMK
TEKWMPYBM YTKA3UAAMN.
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13.

14.

YM/1 TeKWmpyBm YTKasuUAraH, KAVHWK TaaKMKOTAap AoMpacuaaH Talkapuaa
[aBoNaHaéTraH 6emopaa peMMCCUs KOHCONMAAUMACK TyraraHaaH CyHr, Cysak
MANUTM MA3OKMHUHT (MMenorpaMmmanap) UMTONOMMK TEKLLMPYBU YTKA3UAAN.
YM/1 TeKWmpyBm YTKasuAraH, KAVHWK TaaKMKOTAap AoMpacuaaH TalKkapuaa
naBonaHaétraH bemopaa OyTyH Tepanua AacTypu TyraraHAaH CyHr, CyaK Uanmm
Ma30KMHUMHT (MMenorpaMmmanap) UMTONOMMK TEKLWLMPYBU YTKA3UAAM.
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NUnosanap
1-nnosa
KnuHuk 6aéHHOMaHU uwnab YuKkuw memoo0on02uscu
[anunnapHUHT UWOHYAUNNK faparkacuHK Baxonall WKanacu
(AmnarHocTuk éHpoLysnap y4yH)

[annnnapHUHT NWOHYAUAKK Aaparkacu
PedepeHc ycyn épaammaa HazopaT oCTMAA YTKa3uAraH TaAKMKOTNAPHMHT TUSUMKM WapXaapu

1 .
EKM MeTa-Taxna épaammaa PaHAOMM3aUMANGHTAH KAWHWUK TAAKUKOTNAPHM TU3MMIM LLAPXM
PedepeHc ycyn HazopaTn 6MnaH YTKasuaraH anpum TaaKkMKoTAap EKM anpmm

5 PaHAOMM3AUMANAHIAH KNMHWK TaAKMKOTNAP Ba Xap KaHAal AM3aiHaary TaaKMKoTAapHM

TU3MMAN PaBMLLAA KYPMO YMKUAULIM, MeTa-Tax/InN épAaMnaa paHAOMMU3aUMANAHTAH KAMHWK
TAAKNKOTNAPHM TU3UMAN PABULLAA KYPUD YMKMAMLWK BYHOAH MyCTacHO
PedepeHc ycyn épaammaa U3ydma Ha3opaTcu3 éKM YpraHnnaéTraH yeynaaH myctakua 6yamaraH
3  pedepeHc ycyn épgammaa YTKasuAraH TaaKkMKOTNap EKM paHAOMM3aUMANAHMAraH KMECUI
TAaAKMKOTNAP, WY KyMAaaaH, KOropTan TaAKMKOTNap
4 KMécnaHmaraH TagKknMKoTAap, KAMHWK X0NaT TaBCUdK
5 MyonasaHWUHI TabCUP MEXAHM3MM aCOCNapK KM IKCNepTaap Xy10cacu

[anunnapHUHT UWOHYNUNUK AaParkacuHK Baxonall WKanacu
(npodurnakTuK, paBonau, peabnnntaumoH apanalysnap y4yH)

[annnnapHUHI NWOHYNUNKK Aaparkacu

MeTa-Tax/1Mn épaammnaa paHaAOMM3aUMANAHTAH KAMHUK TaAKMKOTAAPHN TU3SUMAN PaBMLLAA
KYpMO YnKnamLn
ARPUM paHAOMM3AUMANGHTAH KIMHUK TAZAKMKOTNAP Ba Xap KaHAam AM3aHaarv TaaKMKOTAapHM
2 TM3MMAKM paBUWAA KYPMO YNKMAULLIK, MeTa-Taxna épaammaa paHAOMM3aUMANAHTAH KAMHMK

TAAKNKOTNAPHM TU3UMAN PABULLAA KYPUD YMKMAMLWK BYHAAH MyCTacHO
3  PaHaomum3saumAanaHmaraH KMEcui TaaAKMKOTAAP, Wy XKyMaagaH KOropTav TaAKMKOTAAp
KMécnaHmaraH TaaKMKOTAaP, KIMHWK X0NaT EKM x01aTnap cepuscu TaBcudu, “xonaTt-Hasopat”

4
TaZKMKOTH

5 MyonasKaHWHT TabCUP MEXaHM3MM acocapw (KNMHMKA ONamM TaAKMKOTAap) KM aKcnepTaap
Xyaocacu

TaBCUANAPHUHT NWOHYNUNUK AapaXKaCUHU 6axonaLu WKanacu

TaBCUANAPHUHT ULLIOHYNUAUK AapaxKacu
Kyunn Tascus (6apya KYpmub YMKMAraH camapaiopanKk Me3oHAapu (HaTUKanap) Myxum YpUHHM
A srannanam, bapya TaAKMKOTAAPHUHT METOA0NOMMK cMdaTK IOKOPU EKM KOHMKAPM Ba
KM3MKTUPAETraH HaTUXKanap byinnya xyaocanapm KenuwmnaraH)
LLlapTaun TaBcua (alpum KYprub YMKMATaH cCamapafop/IMK Me30oHAapu (HaTUKanap) Myxmm
B  YpuHHM arannanam, anpum TagKkmMKoTNapPHUHT METOA0N0MMK CMdaTh IOKOPU EKM KOHUKAPAM
Ba/EKM KM3NKTUPAETraH HaTUXKanap byinda xynocanapu KeamwmamaraH)
Kyycus Tascua (cudatam ganunnap Kentmpuamaran (Kypmb YMKuaraH camapanopivk
C  me3oHNapu (HaTUXKanap) Myxmm YpUHHKM arannamanam, bapya TaaKMKOTAAPHUHT METOA00TMK
cudaTy NacT Ba KM3MKTUPAETraH HaTM»Kanap bynunua xyaocanapu Keammnamarax

27



2-nnosa
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XaB® rypyxmHu cTpatuduKaumanaLu

1-41 MHAYKUMA 2-41 NHAYKUMA KoHconmpauma — VIHTeHcuoukauma
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JleiikoneHuna Ba TpomboLIMTONEHUA
bopnnrMaaH Katobmii Hasap bolwnaHaan!!l

LUutapabuH 1 Ba 2 KyH JaBoOMKUAE AOUMUMA
NHOY3ua Bunad 100 mr/m?/ KyH

LutapabuH 3 gaH 8 KyHraya xap 12 coataa
100 mr/m? 30 gakuKkanu nHysuna Bunax;
NpoapybuumH 12 mr/m? xap 24 coataa 3, 5,
7-KyHNapaa, uMtapabuH AaH onguH

60 gaKkMKanm nHobysns;

3ronosmng, 6-8-kyHnapu 150 mr/m? 2 coaTamk
NHPY3na bunax, Ara-C rada 6 coat onamH;
UutapabuH nHTpaTekan Tap3aa 1 ea

8-KyHnapaa éuwra 601K 003a43.

V%
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AIE nHOyKLUMA NPOTOKONU

>
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HAM 2-4n MHAYKLMA NPOTOKONMU

BNOKHMHT 6ownaHuUW wapTm: I I I I I I

rpaHynountaap>1000/mKn, nerikoumTtnap>2000/mK,
TpombouuTaap>100000/mn

7

%

RN

iz

IOKkopu go3anu umtapabun 3000 mr/m? xap
12 coataa 1-3 KyHnapaa 3-coatauKk MHPY3na bunan;

MUTOKCaHTpoH 10 mr/m? 3 Ba 4-KyHnapaa
60 nakunkanm nHdysma bunax; ‘ LP

LintapabuH nHTpatekan Tapsaa KyHura 1 mapTta : BMA
élmra Kypa go3aaa.

KyHnap

Al npoTokoaun

b/IOKHMHT BoLLNaHULI IWApTK:
rpaHynoumtap>1000/mkn, \
nerkountnap>2000/mk,
TpombouuTnap>100000/mn g E

Lintapabux 500 mr/m? /kyH 4 KyH gasomuza

Y3/IYKCKU3 MHDY3MA DMNaH;

WaapybuumH 7 mr/m? 3- Ba 5- kyHnapaa 60 ‘ LP

[AKUKANN MHDY3MA DUnaH; : BMA
1

LinTapabwH nHTpatekan Tap3aa KyHura 1
MapTa eluura Kypa ao3saaa.

T T 1 1 ! >
1 2 3 4 5 6 wymnap
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hAM KoHconnaauma NPoTOKONU

BAOKHMHT 60LNAHMLL LWAPTK: hAM

rpaHynouutnap>1000/mkn,

nenkoumTtnap>2000/mKn,
TpombouuTtnap>100000/mn

LUutapabuH 1000 mr/m?, 1-3 kyHnapaa xap 12 % %

coataa 60 gakmMKanu MHPy3ns bunan. 2 2

MuToKkcaHTpoH 10 mr/m?/kyH 3- Ba 4- KyHnapaa

60 aakunKann nHoy3nsa bunan; ‘ p

LinTapabuH nHTpaTeKkan Tap3aa KyHura 1 mapTa ; BMA

élnra Kypa ao3aaa. I I ! I
1 2 3 4

HAE MHTeHcudMKaumsa NpoToKoAm
BNOKHMHT 6ownaHuWw WwapTw:
rpaHynoumTtnap>1000/mKn,
nenkoumTtnap>2000/mKn,
Tpombouutnap>100000/mn

lOkopu Ao3anu umutapabuH 3 mr/m? xap 12 coaTaa E H

1-3- KyHnapaa 3-coatamk nHdysma bunax;

3Tonosung, 125 mr/m? 2 — 5-kyHnapuaa 2-coatamk ‘ LP
NHOY3mnAa bunan; ’ EMA
| 1

KyHANap

LnTapabuH nHTpaTekan Tap3aa KyHura 1 mapTa

élnra Kypa ao3aaa. 1 2 3

DayH cuHgpommHK gasonaw ML-DS 2006 npoToKonu

1-4u vype 2-uM Hype 3-4M Kypc 4-um wype

AlE Al hav

HA

' ' ' '

+ + ¥ +*

Louwt wyn MPK 28-44 wyH MPH 42-56-44 KyH MPK

YM M3 BapuaHTuaa, LWy xymnagaH JayH cuHapomu 6upra KenraHaa:

>88-um HyH MPK

ATO+ATPA+XT (apCceHVKYM TPUOKCUA+TPAHCPETUH KUCIOTAaCU+KUMEBUI Tepanua)

YMN1 M3 BapuaHTMaa AroHa ¢apk: IOKopy XaBd rypyxaa, sbHM 6OLWNaHFNY NEAKOLUT COHM
10 000/MuKponuTpAaH oKopy Bynca MHAYKUMA Kypeuaa Mnapybuupmn 12 mr/m? 1, 3, 5- kyHnapaa,

4 coaTtav nHOY3MA Kylumnaan.
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MHT WuWKacTAaHULLNHM ONANHU ONUBUM KYANab-KyBBaTAaLL Tepanusacu

1. BFM rypyxu# 6aéHHoMmanapuaa, AaBonaHuw 6ownaHraHuaaH
18 oM VTryHra Kazap, OXWMPrM KUMETepanua KypcuaaH CYHr,
remaTono3TUK TUKNAHWLIAAH CYHT, Xap oiAa 4 KyH 1aBOMUAA KyHUra
61p mapTa 40 Mr/m? Tepu ocTura upTapabuH KyanaHunaan.

2. VIKKuHuMcHra KyHura 40 mr/m?  6yaraH  6-mepKanTonypuH,

1500 mr/m? p[o3aja rvMApoKcMModesMHa 6unaH  Bupraavkaa | §_|

KMPUTUAULM MYMKUH Ba feikoumnTtos 50x10°/n-paH nact 6yaryHra

12439 Gyioparaz. il I m £

3. JayHopybuumH (22,5 mr/m?/kyH) Ba atonosug, (50 mr/m2/KkyH)

nelikoumTnap papawac 50x10%/n-ra eTryHra  Kadap, /ieKuH

3 KyH/ZaH olumaraH Xon4a, LoOMMKIA MHdY3na opkaau tobopunaan. | | | |

4. KeluH, uMTapabuH OWnaH WMHAYKUMA aHTpauukavH Ba VP-16

A03anapu 6UNaH amanra oWMpUNaAM, yHAAH LMTOpeayKTE dasasa rrnTnTnTrrrrnTn'rnTnTm'rrrmﬂTm'nrrmﬁn'rrrnTn'r&rm’

O/IMHIaH yLWby AOPUNAPHUHT YMYMUIA [,03aCW YMKAPWO TalnaHaau. 1 29 57 KyHAnap
5. ByHAaH Talkapu, UMTOPOAYKTMB pa3asa AeKcamMeTasoH TOMUp

nunra 10 mr/m*/kyH  posaga (3 Ta uMHbekumAra  6yavHaam)

tobopunaamn. LUuTopesyKTUAHUHT BYTYH Kypcu AasBomuaa, arap

remornobuH fapaskacu 70 r/n-gaH nactra Tywwb  Ketmaca,

3PUTPOLMTAGPHUHT  aNMAWTUPYBYM TPaHChy3MANapuHM YTKasuw

Kepak amac.

Kynnab-KyBBaTNOBYM Tepanus:

BFM rypyxu 6aéHHomanapunaa, AaBonaHuil bolnaHraHmaaH 18 o yTryHra Kagap, OXMpri KUMEtepanms
KYpPCUOaH CYHT, reMaTOMOSTUK TUKNAHULWAGH CYHT, Xap oi4a 4 KyH AaBomuaa KyHura 6up mapta 40 mr/m?
Tepu ocTura umtapabux bmunaH Kynnab-kyssaTNall TEPANMACK KYNNaHMAAAM.

Bupok, BolKa TaaKMKOT rypyx/JapyM TOMOHUAAH LWYHra yxWall MHTEHCUB KMMETepanusaaaH CyHr nact
n03ann Kynnab-kysBaTnal Tepanuacu GonganaHnamanam.

BownaHfMy runepneinkounTosda ynka Ba uepebpan neikoctasnapu bunaH H6OFAMK, acopaTaapHUHT
npodunakTMkacu. by acopart sa 50x10°/1- naH tOKOPU NeikoumTo3ra ara 6yaraH M4 Ba M5 BapuaHTIu
6emopnap Ba neinkouutosm 100x10°/n-paH tokopu 6ynraH M1 Ba M2 BapuaHT/IM 6emopnap yy4yH Xocamp,
rapun y N1eMKoLMTO3 KYpcaTKMYiapm aHya nacT 6yica xam puBOKAAHMLIN MYMKMH. JTeMKOCTa3 CMHAPOMM
PUBOKNAHULIMHUHT 3HT IOKOPKU XaBdu ocTuaa bynraHnap — Oy Koarynonatus bunaH bupra KeyagmraH
YMJIHUHI MOHOUMTap KMYMK BapuaHTnapu 6yaraH éw 6onanapavp. bemopnapHUHr ywby rypyxmaa
LUMTO3MH-apabUHO3UAHUHT TYAMK 4033/1aPUHN TalMHAALW NeNKOCTa3 XaBOUHMHI KECKMH owwmniwn bunaH
60FNIMK, HaTWKaga OyHaal Gemopnapra nenkoumtadepes (Ekm 3 Ewraya 6ynaraH Hemopnapaa
a/IMALLTUPYBYM KOH KyMMLL) Ba/EKN AOPU-A3PMOHAAPHN LMTOPEaYKUMA KUAKLL KypcaTUaaau.

MKKMHYMCUTa KyHura 40 mr/m? 6yiraH 6-meprantonypuH, 1500 mr/m? go3aga ruapoKkcmodesmHa bunaH
BUpranvkaa KMpUTUANLLM MYMKUH Ba NeitkoumnTos 50x10°/n-nan nact 6yaryHra kagap 6yropunaau.

BrosaKkW Taxpunbacy UMTO3NH-apabMHO3NACK3 3TONO3KMA Ba AayHOPYOULMH (EKM BOLWKA aHTPALMKANH)
KamanTupuaraH gosanapu OunaH UMTOPedyKUMs Ccamapagopaurn TyFpucuaa ganonaTt 6bepaau.
JayHopybuumH (22,5 mr/m?/kyH) Ba stonosug (50 mr/m?/kyH) neikoumTnap papaxacu 50x10°/n-ra
eTryHra Kagap, NekMH 3 KyHAaH olmaraH Xona4a, AOUMMWIA MHPY3na opranu tobopunagun. Kenuh,
UMTapabuH bunaH MHAYKUMA aHTpaumkamH Ba VP-16 aos3anapu 6unaH amanra owmpunagn, yHOaH
uMTopeayktMe dasaga OAMHIaH ywby A0PUAAPHUHT YMYMWIA A03ack YnKkapub TawnaHaau. byHaaH
TalKapW, LMTOPOAYKTMB das3aga AeKcameTa3oH Tomup numra 10 mr/m?/KyH fo3ana (3 Ta uHbeKkuuara
6YnnHaan) obopunaan. LntopeayKTMAHUHT BYTYH Kypcu AaBomMAa, arap remornobuH gapaxkacu 70
r/n-AaH nacrra Tywmnb Ketmaca, 3pUTPOLUTAAPHUHT aIMALLTUPYBUYMN TPAHCPY3UANAPUHN YTKA3MLL KepaK
amac.
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MHAYKUMA Ba KOHCONMAAUNA KYPCU BapuaHTAapy

MHAYyKuMA Ba
KOHconnaauma [opwu BocUTanapum
AACTypH
UmTtapabun 100 mr/m?, T/u 1-10-KyHnapu KyHura 2 mapTa, 1 umkaga xammacu 6yamn6
20Ta n03a, KelnH 1-8 — KyHnapu xammacu 6ynmnb 16Ta nosa
NayHopy6uumn 50 mr/m?, 1, 3 Ba 5-KyHnapw
3tonosna 100 mr/m?, 1-5-kyHnap
UmTtapabun 100 mr/m?, /v 1-10-KyHNapu KyHUra 2 MapTa, xammacu 6yamnb 20Ta o3a
AME MWTOKCAHTPOH 12 mr/m? T/u, 1, 3, 5-KyHnap
3tonosng 100 mr/m? T/u, 1-5-kyHnap
UmTtapabun 100 mr/m? T/v 1-2-KyHNapw KyHUra 2 mapTa, xammacu 6ynmnb 4ta 1o3a,
120 mMr/m? T/v 3-8-KyHAapu KyHUra 2 MapTa, xammacu 6yamb 12T1a gosa

ADE

AlE NpoapybuumH 12 mr/m? /1, 3-5-KyHnap
3tonosng 150 mr/m? 1/, 6-8-KyHnap
2 _3-
HAM30 Lintapabun 3000 mr/m? T/n 1-3-KyHNapu KyHura 2 mapTa

MuTOKCaHTPOH 10 Mr/m? T/u 4-5-KyHnapu KyHura 1 mapTa
HiDAC LmTapabux 3000 mr/m? 3-coaTnunk T/u uHdy3sms, KyHura 2 mapTa, 1-3-KyHnap
dnynapabur 30 mr/m? T/u 30-gakuKanu MHdy3na, 1-5-kyHnap
UmTtapabun 2000 mr/m? 3- coaTamk T/u uHOy3ua KyHura 1 mapta dayaapabuHHm
FLAI KMPUTraHaaH KenuH 4 coaT yTraHaaH KenuH, /v 1-5-kyHnap
NpoapybuumH 12 mr/m? 1/v 10 gakmkanu nHdysma daygapabun TyraraHaaH KenmuH
KypcHUHTI 1,3,5-KyHnapu

AML-BFM DS 2006 6aéHHOManapu

AML-BFM DS 2006 6aéHHOMacKUra Kypa KUMETEPANUAHUHT YMYMWUI peskacu
AlE:

LinTapabuH 100 mr/m%/kyH 1- Ba 2- KyHAapy A4aBOMMUAE AOMMUIA UHDY3UA BUNaH, KENUH
Lntapabur 100 mr/m? 30-aakmkanum nHdysma 6unar xap 12 coataa 3 — 8-KyHnap;

NoapybuumH 8 mr/m? 60- gakuKkanu nHdysna bunax xap 24 coataa uutapabuHom onaumH 3,5, 7-
KyHNap;

3Tonosna 150 mr/m? 2-coaTivKk UHbY3Ma BunaH 6-8-kyHnap, umMtapabuHrada 6 coat oNamH;
LintapabuH nHTpatekan Tap3aa KyHura 1 mapTa éwmra Kypa A03aja.

Al:

NlenkoneHua Ba TpombounTOoNeHUs BopAMIrnaaH KaTbmin Hasap bownaHagm!!!

LinTapabuH 1 Ba 2 KyH JaBoMuaa A0MMUIA MHOY3MA BunaH 100 mr/m?2/ KyH

LintapabuH 3 aaH 8 KyHrada xap 12 coataa 100 mr/m? 30 gakukanu nHdysma 6unan;

NoapybuumH 12 mr/m? xap 24 coataa 3, 5, 7- KyHnapaa, uutapabuH gaH onamH 60 gakuKkanm
nHoy3usa;

3Tono3mna, 6-8- kyHnapu 150 mr/m? 2 coaTamk nHdysma bunaH, Ara-C rada 6 coaT 0NauH;

LUuTapabuH mHTpaTekan Tap3ga 1 Ba 8-kyHnapaa éuwra 60FInK Ao3aaa.
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HAM:

BAOKHWUHT BoLWNaHMW WapTK: rpaHynoumnTnap>1000/mkn, neikoumtnap>2000/MK,
TpomboumnTnap>100,000/mn

lOKopu ao3sanu uutapabuH 3000 mr/m? xap 12 coataa 1-3 KyHnapaa 3-coaTavK MHPY3Ma bunan;
MuToKcaHTpoH 10 mr/m? 3 Ba 4-kyHnapaa 60 gakukanu nHdysma unan;

UuTapabuH mHTpaTekan Tap3aa KyHura 1 mapTa éwunra Kypa Ao3aaa.

Al:

BAOKHWUHT BoLWNaHUW WapTK: rpaHynoumnTnap>1000/mKkn, neikoumtnap>2000/MK,
TpomboumTnap>100000/mn

UnTapabuH 500 mr/m? /KyH 4 KyH gaBomMmnaa y3ayKeus nHobysus bunax;
NaapybuumH 5 mr/m? 3- Ba 5- kyHnapaa 60 gakukanu nHdysua 6unan;
UunTapabuH mHTpaTekan Tap3aa KyHura O mapTa éwunra Kypa Ao3aaa.
haM:

BAOKHWUHT BoLWNaHMW WapTK: rpaHynouuTnap>1000/mKkn, neikoumtnap>2000/MK,
TpomboumTnap>100000/mn

Lintapabun 1000 mr/m?, 1-3 kyHnapaa xap 12 coatna 60 pakukanv nHdysma bunaH.
MWUTOKCAHTPOH 7 Mr/m%/KyH 3- Ba 4- KyHnapaa 60 AakuKaam MHy3ua bunan;
LinTapabuH mHTpaTeKkan Tap3aa KyHura O mapTa éwmra Kypa [03aaa.

HAE:

BAOKHWUHT BoLWNaHMW WapTK: rpaHynouuTnap>1000/mkn, neikoumtnap>2000/MK,
TpomboumTnap>100000/mn

lOKopu Ao3anu uuTapabuH 3 mr/m? xap 12 coataa 1-3- KyHnapaa 3-coaTavk nHbysma bunan;

LinTapabuH mHTpaTeKkan Tap3aa KyHura O mapTa éwmra Kypa [03aaa.
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YMJTHUAHT BUpUHUM TYAUK pemuceuacnaa YMITHUHT MONEKYNRP reHEeTUKACH, KNIUHUK XyCYCUATNapH Ba
TPaHCNNAHTaUMOH YyNUM XaBdura Kypa anno-CUT yuyH CUHTETUK KypcaTManap

UHTerpanna
WwraH xaBg

rypyxu

Axwu

Opanuk

EmoH

VTa éMOH

XaBd rypyxmHu
aHUKAaLW

- t(8;21) Ba 1.
<20x10%/n

~inv16; t (16;16) 35
élwraya

- CEBPA myTaumscu (2-

annennu)
- NPM myTaumacu
FLT3-ITD myTaumacus

- MHOYKUMAHKHT 1-

KypcuaaH KemnHr TP

o - MKKHWHI maBxKy4,
3MacAnmm

-t(8;21) Ba n. >

20x10°/n

- Hopman kapmotumn

(EKM daKaT XHUHT EKK

dakaTY

XPOMOCOMACUHUHT

NYKOTUANLLN)

/1. £100x10°/n 6unaH
Ba 1-KypcaaH KenunH
TP ra spuwmnraHaa
- AXWwr Ba OpanuK,
XaBd rypyxmaarm
bemopnapaa 1-
KypcaaH KernH TP ra
3pUWMACANK

- Hopman kapuoTmn Ba

n.>100x10%/n
e- AHOManN Kapmotumn,
OpanuK Ba yTa EMOH
NPOrHO3/M rypyxaa
Kana sTuamaraH
MoHocom KapuoTunn

Baxapunuwura
Kypa peunans
PUBOXIAHULLN
XaBdu
KumT
€Kn
ayto-M'A
XT, %

anno-
NXT,
%

35-40 15-20

50-55 20-25

70-80 30-40

>90 40-50
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Anno-TMXTHU KOHCONMAAUMANAWHUHT
ad3an BapuaHTU cudaTnaa Kapalura
UMKOH bepaauraH peumansra 6oFauK,
6yamaraH YAum nporHo3nHUHr 6annap
6unaH baxonaHuwm.

HCT-
EBMT al Peumnausra 60FAUK
WKana 6ynmaraH yaum
WKana
XaBdu, %
cu
<1 <1 10-15
<2 <2 < 20-25
<34 <34 <30
<5 <5 <40



WUnk 6op YMJT Taluxucy KyimnraH 6emopnapaa KyAnaHunaamraH AnarHoCTUK TeKWMpyBAap

MapameTtp

Tawxuc Kyinw

Y4YyH 3apyp
6ynraH
TaAKUKOTNAp

AasonawHu
6ownawpaH
ONAUHIU
Kepakau
TagKUKoTNap

MporHos
Mmapkepnapu
TagKUKOTHU

TeKwupysnap
dopmynanu KNMHUK KOH Taxnam
CyAak namrm acnmpaTtum
TpenaHobuoncus
NmmyHodeHoTMnAaLW
LnToreHeTnKa
FISH
RUNX1-RUNX1T1, CBFB-MYH1, PML/RARA
€K1 BoLKa reHNap CKPUHUHTK
Niomban nyHKums
XaéT Ba KacannmKk Tapmxm
BemopHUHr xonatn (ECOG/WHO wKanacu 6yiinua)
BMOKMMEBUI TaAKUKOT, Koarysorpamma
XOMMNALopPAUK TEeCTH
HLA-Typnaw
KoHHu B, C runoteTenapm Bupycnapu mapkepapura
TecTt-cnHosu; OUB
KYKpak Kadacu opraHnapu peHTreHorpadpumacu
KYKkpak Kadacu opraHnapu, 6ow mus KT
IKTr; 3xo-Kr
BUobaHKMHT
NPM1, CEBPA, FLT3 reHnap myTtaumacm
WT1, RUNX1, MLL, KIT 2eHnap mymayudacu
RAS, TP53, TET2, IDH1
ERG, MIN1, EVI1, BAALC 2eHnap sKkcnpeccuacu
MWHUManN KONANK KacanaUKHN aHUKAALL
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TeKwWwuMpyBHM YTKa3ULL 3apypUATH
Xa
Xa
Kypcatmanapra Kypa
Xa
Xa
Kypcatmanapra Kypa

Xa

Xa
Xa
Xa
Xa
Xa
Xa
Xa

Xa
Xa
Xa
Tascusa aTunagm
Tascusa aTunagm
TeKkwwnpys gonpacmaa
TeKkwwnpys gonpacmaa
TeKkwwnpys gonpacmaa
TeKkwwnpys gonpacmaa



3-unosa

Oma-oHanap y4yyH mavaymom

YTKMP MUenona NeiKos - remaTonosTUK TYKMManapHUHT KaMaaH-kam yypaiamrad émoH cudaTra ara
Kacanaurm 6ynmb, y Haszopatcu3 Kynanunw, anddepeHumaumaHuMHr by3mamim Ba CysKk WAUTM Ba
nepndepurKk KoHAa eTuaMaraH reMaTonoaTuK xyKanpanap TynaaHuwmn bunar TascubnaHagm.

Kacanavk TapkanysBum xycycuaTra ara 6yaraHu yuyH YMJT HUHF puBOMnaHuwmaa 6apya opraH Ba
TM3NUMANAP 3apop Kypaam. KacanNMKHUHT KAMHUK KYPUHMLLIMAA CYAK WAWMTUMAR, WYHWUHIAEK, KuUrapaa,
TanoK4a 3apapan Xyxampanap COHUHWHI Kynauunwm ounaH 60FAUK CUHAPOMAAP YCTYHAWK KWnaau,
MapKasnii acab TM3MmKM Ba HOoLKa OpraHaap Ba TMSMMIAPHMHI WWKACTAAHMLLM XaM MYMKUH.

KaCanMKHWHT SHT KeHr TapKaaraH KYpUHULWN:

1) Ncntma.

TaHa xapopaTuHuWHr 38.0 papaxafaH HKOPWU KyTapuauwm 6nact (YeumTa) XyxKanpanapuHUHD
MaBXYO/UTW, YNAPHWUHT TapKMOWA MaxXCyNOTNAPUHUHT aXKpPannbd UYMKMLLM, WYHUHIOEK WMHOEKLUMOH
APAEHHUHT PUBOXNNAHWULWM BUnaH BOFAMKAMTU TydanaM KacanMKHUHT BUPUHUYM Ba AroHa HaMOEH
6yamwmn xnucobnaHaam.

2) tOKyMnM KapaéH (TOMOK OFpWFM, CTOMATUT, MHEBMOHMA Ba OowkKanap) - 61acT Xxyxanpanap
TOMOHWZAH HOPMas remaTonoaTUK XysKalpanap - AelKkouuTaap/HenTpodUANapHM  CUMKMULLIN
HaTMXacuaa puBOXKMaHaaM, Oy 6Gona TaHacMHWM COFOM  XonaTaa OaKkTepuan Ba  3ambypyr
NMHOEKUMANAPUAAH XMMOA KNNAAN.

3) Femopparuk CMHAPOMM (KOH KeTULL, KYKapuLllaap) — TPOMOOLMUTAAPHM (KOH KETULNHM TYXTaTULL YUY H
Mac’'yn Xyxanpanap) 61acT xyxanpanapy TOMOHMAAH HOPMaa remonos3faH CU/IKULLIM HaTUXKacuaa
to3ara Kenaau.

4) AHeMMA CUHAPOMM (paHrCM3AMK, BYLIaLWLL, Te3 Yyapyall, 3andank), WyHuHraek YMJ1 6unaH oFpuraH
HEMOPHUHT CYySIK UAUTMAA KM3WUA KOH TaHadanapu MYKAUMmm (remornobuH Kamanuiwm) Tydaniam xam
PUBOXKNAHAAMN.

5) Cysknap Ba 60LLUKa WWKACTaHraH opraHiapaa ofpuK,

6) *urap Ba TasOK Xa*KMUHWUHT KaTTanalWwmm, CapuK KaCalIMIMHUHT Nanao 6yanwm

7) Mapkasuii acab TUIMMWHWUHT LUMKACTNaHUWM OOl OFPUFM, KYCWULL, TUPULIMLLAGP Kabu HaMOEH
OYANLWN MYMKUH.

TalXMc KyMUW yyyH Kynaab KOH TEeKWWpyBAapW, CysaKk MAUIM Ba Oen NyHKUMANapwW, PeHTreH Ba
TOMOrpaduK TaAKMKOTAAPHN YTKa3nI Kepak. KuméTtepanuaHu YTKasui ydyH nepudepmk Tomupnaapra
6Mp HeuTa yKoMNap KWUAMLIHM ONAMHM ONMIWI MaKcaaMaa MapKasui ToMup KaTteTepuHu (MTK)
KoMnawTupui Tanab KuamHagau. bapya MHBa3MB apaéHnap (nyHkumsnap, MTKHKU KoMnalwTnpuLl)
YMYMWI HApKO3 OCTUAQ aMasra owmpunaau.

YTKMP MUenona NeiKo3HM AaBonall acocaH MKKM BocKkuyaaH MbopaT: TepanuAHUHE MHTEHCKUB BOCKMYK
Ba reMaTomnoaTUK WAAM3 Xy)Karpanapu TpaHCnAaHTaumAacKu. MHTeHcMB BocKMYaa KMMETEPANMA KMCKA
BaKTAarM MHTepBannap bunaH yTkasnnagm Ba 6y KynuH4Ya GEMOPHUMHI KacaaxoHana KOAMLMHK Tanab
Kinaam. BUpnHUM BOCKMY KUMETepanusa y4Ta acocuii I0pU BOCMTanapuaaH nbopaT: umMTo3ap, Benesuna,
AaYHOPYOUUMH (MAapyOULMH EKM MUTPOKCAHTPOH). CYHIpa toKOPM A403a11 KUMETepanuaHUHT B1p Heda
Kypcaapu yTkasunaam.

KMMETepanuaHUHI HOXYA TabCUpaapu:
CoYNApPHUHT TYKUAMLLIN

KYHrun anHalim Ba Kycuu

MwTaxaHWHr nacanunwu / yarapmm
NecnTtma

NHbeKuns Y4OKNaPUHUHT PUBOXKAAHNLLN

vk wnN e
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TepanuUAHUHT MaKCaaM - KaCa/lZIMKHW AaBONALW, KaCaN/IMKHUHT KalTa to3ara Keauwm Ba KacaaiuKk wy
KYMaAaH remMaTonoa3HUHT MHAYKUMANAHTaH (KUMETepanuma bunaH 60FIMK) annasmnsacy bunaH 60FInK
acopaTAAPHUHT ONANHM onnWAaMp. JaBonalWHUHT yMymuin aasomuinanrn FTNUXT HW YTKasmaraH xonaa
TaXxMWUHaH 6 OMHM TaWKKA Knnaan. Tepannsa 4aBOMUNINTUHN KMCKAPTUPULL KaCaI/IMKHUHT KalTanaHuULL
XaBOUHM OWMPULWIN MYMKMH. [1aBONAWHMHI 3aMOHaBWA gacTypnapura myBoduK Tepanua OunaH
TUKAQHMLW 3XTUMOAN TaxXMUHAH 70%HM TalWKKUA KMnaau.
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CnnNCOK COKpaLLeHWA:

ANT aNaHWH-aMMHoTpacHchepasa

ACTI acnaparmHasa

ACT acnaprtaT-ammHoTpaHcdepasa
B/l-meToTpeKkcaT =~ BbICOKOAO03HbIN METOTPEKCAT
BA-umtapabuH BbICOKO/403HbIN LUMTapabuH

BNY BMPYC MMMYHHOAedULMTa YeN0BeKa
BKP BUHKPUCTUH

BP BbICOKMI PUCK

BM-16 Benesus

B/B BHYTPUBEHHO

B/M BHYTPUMbILLEYHO

BP rpynna BbICOKOro pMUCKa

[CpP rpynna cpeaHero pucka

[CtP rpynna cTaHAapTHOro p1cka

OHP AayHopybunumH

Jill [eHb NPOTOKO/1a

Jokco AOKCOPYBULMH

EQ eanHuua (mepa)

n/T MHTPATEKaNbHO

NDA NMMYHODEPMEHTHbI aHaNn3

Zlole] npochamma

KMI KOCTHOMO3roBadA NyHKLMA

nar NlaKTaT gervaporeHasa

MPB MWUHMMa/IbHAA pe3nayasibHaa 601e3Hb
MPT MarHUTHO-pe30oHaHcHas Tomorpadus
6-MT1 MEepPKaNTONypuH

on OCTpbIN NenKo3

onn OCTPbIN AMMPODBNACTHBIN NENKO3
oM/ OCTPbIN MMEeNobAACTHbIN NeNKo3
OlH OCTpasn NovyeyHaa HeJO0CTAaTOYHOCTb
OAM obWni aHan3 mouu

n/o nepopasbHO

MNP NoSIMMepPasHo-LLenHaa peakuma
con CUHAPOM OCTPOTO /IN3MCA OMYyXON
CO>3 CKOPOCTb OCeZaHMA 3pUTPOLMTOB
T TUOryaHaH

Y3U YN1bTPa3BYKOBOE UCC/ieA0BaHNE
XIMH XPOHMYeCKan novyeyHaa HeJoCTaTOYHOCTb
LUHC LeHTpasbHaA HepPBHaA cMcTema
Uoem umknodochammg,

IKI 3NeKTpoKapanorpadma

IxoKl 3axoKkapanorpadms

MPB MWUHMMa/IbHaA pe3nayasibHaa 601e3Hb
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BeeneHne

TepMuHbI

= OCTpbli MMenobnacTHbIM NEMKO3 — 3TO KOHA/bHOE 3/10Ka4yecTBEHHOe HOBOOOpa30oBaHWe, B
OCHOBE KOTOPOTO NIEXUT AedeKT, CTBONOBbIX KNETOK Pa3/IMYHOI0 yPOBHA, NMHO NopaxKeHne KNeTok-
npeawecTBEHHMKOB.

= [loNHas pPemMUCCUA — OTCYTCTBME KAMHMYECKUX NPOABNAEHWN 3aboneBaHMA NpU  HaIMYUK
5% O6nacCTHbIX KNETOK B KOCTHOM MO3re MNpu HOPMa/ibHOM COOTHOWEHUM APYrMX POCTKOB
KPOBETBOPEHMA N OTCYTCTBMM IKCTPAMEAYNNAPHBIX MPOABAEHN.

=  MoneKynapHaa PEMUCCUA — 3TO NOHAA KAMHUKO -remMaToNormyeckan pemMmccua npm oTCyTCTBUM
B KOCTHOM MO3re UCXOAHO OnpeaenABLIMXCA MONEKYAPHbBIX MapKepPOB OCTPOro NenKosa.

= PeunamB — 3TO nossneHMe MOPHONOTMYECKM BbIABAAEMbIX OM1aCTHbIX KAETOK C /1eMKo3
aCCOUMMPOBAHHBIM MMMYHOPEHOTMNOM NOC/e Nepuoaa, B TeHeHMe KOTOPOro MAeHTUGULUMPOoBaTb
OMnyXxoneBble  KNETKM  LUMTONOTMYECKMMM  METOJaMW  He  MNpPeacTaBAANOCb  BO3MOMKHbIM.
KocTHOMo3roBon peumams — obOHapyKeHMe B KOCTHOM Mo3re 25% u 6onee oOnyxonesbix
nmédobnactos, be 3 ogHOBPeMEeHHOro nopaskeHus LHC un/uam apyroro skcTpameaynspHoOro
NopaXeHWs nocne KoHcTaTauum pemuccun. LHC-peumans (Helpopeumams) — noABAEHUE
MMMPoHNACTOB B /IMKBOPE MPM LUMTONOTMYECKOM WCCNEA0BAHWM, a TaKKe HEeBPOAOTrMYecK af
CMMNTOMATMKA, He CBA3aHH as C ApyrMmu  3aboneBaHMAMM W noBpexaeHuamun. [pu
BHYyTpUYepenHom obpasoBaHumn Ha KT/MPT 1 npu oTCyTCTBUM BAACTHbIX KNETOK B JIMKBOPE, KPOBM 1
KOCTHOM MO3re, A1A AMAarHOCTMPOBaHMA M30AMpoBaHHOro peunamsa LLHC Heobxoammo nonyumnTb
TMCTONOMMYecKoe MOATBEPKAEHWE WUAM NMPOBECTU OAHO GOTOHHYK 3MUCCUMOHHYIO KT ronosHoro
MO3ra. B KOCTHOM MoO3re 4Mcio OonyxoneBbiX OAACTHbIX KNETOK AOJ/IKHO COCTaBAATb meHee 5%.
TecTUKyNAPHbIN peumans — M30MPOBaHHbIN PEUMAMB AMYKA ANMArHOCTUPYETCA NPU NOABNEHNM OAHO
- UK OBYCTOPOHHero 6e3601e3HEHHOr0 ANYKA N 3HAYMTENbHOIO YBENIMYEHWNA €ro NJIOTHOCTM NpU
nanbnaumMm MNpu HaaMuMM B KOCTHOM Mmo3re <5% onyxonesbix AMMPoHNacTOB M OTCYTCTBUM
nopaxkerHus LUIHC n TpebyeT ructonormyeckoro NoATBepKAEHNS.

= KOMBMHMPOBAHHbIE PELIMAMBLI: COYETaHME ABYX M DoNee NopaXKeHWn PasIMYHON NO0KaNM3aLLNN.
Mpn KOMBUHMPOBAHHbBIX PELUAMBAX KOCTHbIN MO3F CHMTAETCA MOPAKEHHbIM MpPW Hannumm 5% u
bonee onyxonesbix MMmdbobnacTos.

= [lo3aHW peunmams — peumamB, BO3HWMKLLMIK 4Yepe3 noaroga W Honee nocne OKOHYaAHWUA
NoAAePKUBAIOLLEN TEPANUN.

= PaHHUI peunamB — peumnamB, 3apermcTpMpoOBaHHbIA paHee, Yem Yepes3 Nonroga OT MOMEHTA
OKOHYaHMA NOAAEPKMBALOLLEN TEpanuUK, HO No3aHee 18 mecAleB OT Hayana Tepanuu.

= QOuyeHb paHHWUI (CBEPXPAHHWUNA) peuuanMB — peumams, PasBUBLLMIACA B CPOK A0 18 mecaues oT
Ha4ana Tepanuu.

=  MoneKynAapHbIM peuuamB — 3TO NOABAEHNE UCXOAHO ONPeaenABLINXCA MONEKYNAPHbBIX MapKepoB
OCTPbIX /IEMIKO30B B [1BYX MOBTOPHbIX aHa/M3ax (NpoBeAeHHbIX C KOPOTKMM MHTEPBA/IOM BPEMEHM) Ha
boHe coxpaHsaWENCA KTMHNUKO-TeMaTON0rMYECKON PEMUCCUM.

= MWHMMaNbHaA ocTaTodHan bonesHb (MOB; minimal residual disease — MRD) HaiMume oCTaTOYHbIX
NeNKEMUYECKMX KNETOK Yy NaLMEHTA B PEMUCCUM, HE BbIABNAEMbIX PYTUHHBIMW MOPGONOrMYecknmm
MeToAaMM, HO onpeaenfsemblXx NPy MOMOLUM BbICOKOYYBCTBUTENbHbLIX 1aDOPATOPHbLIX TEXHONOTMIA
(MLP B peanbHOM BpeMeHu 1/1amM MHOTOLBETHOM NPOTOYHOM LIMTOMETPUEN).

= BeccobbiTUiiHan BbIXMBAEMOCTb (event-free survival — EFS) — paccumTbiBaeTca OT AaTbl Havyana
NledeHns oo Moboro «oTpuuaTeslbHOro» cobblTUA WM AaTbl nocnegHen ABkM BonbHoro. Mo,
«OTPULATENbHBIMY» COBbITUEM MOHUMAIOT PELNAMB, CMEPTL NO /06O NpuunHe, pa3BUTUE BTOPOW
OMNYyX0/IM UK pedpaKkTepHOCTb (OTCYTCTBME MOIHOW PEMMCCUN B CPOKM, ONpeaeeHHble MPOTOKO/I0M
Tepanum).
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= Obuasn BbiXuBaemocTb (overall survival — OS) — paccumTbiBaeTcs OT AaTbl Hayana fevyeHma A0
CMepTU NaumeHTa no Ntoboi npmynHe. MNauneHToB, cyabba KOTOPbIX HEM3BECTHA, LLEH3YPUPYIOT B TOT
MOMEHT, Koraa 6bl/10 M3BECTHO, YTO OHM YKUBbI.

® VHAYKUMA — 3TO NepPUOL Ha4aibHOTO NeYeHNA, LLe/Ibko KOTOPOTo ABAAETCA MaKCMManbHO bbiCTpoe
M CYLLECTBEHHOE COKpaALLEHME OMyXOAEeBOM MACChl U AOCTUMKEHME MOJIHOM PEMMCCUMU, HA3bIBAETCA
nepuoaoM MHAYKLUMW.

= KOHCO/NMAaUMA — BTOPOM 3Tan Tepanuu, HaMNpaBAEHHbIM Ha 3aKkpenneHne [AOCTUTHYTOro
npoTnsoonyxonesoro addeKkta. 3agaveit aToro nepmoa ABAAETCS NO BO3MOXKHOCTA elle 6onbliee
YMeHbLIEHME YNCNA OCTAOLLMXCSA NOCAE MHAYKUMU NEMKEMUYECKMX KNETOK.

= [loanep)uMBatowan Tepanua — 370 A/IMTeNbHAA LLMTOCTAaTMYECKaa Tepanua B HeboAbWMX A03aX,
HanpaB/eHHAnA Ha YHUYTOXKEHNE BO3MOXKHOMO OCTAaTOYHOMO OMYXO/EBOTO K/0Ha.

KoauposaHue no MKB-10
C92.0 Octpbit MrMenobnacTHbIn Neiko3
OnpeneneHuns

OcTpblt MMenobnacTHbIN NerKo3 — 3TO KNOHA/IbHOE 3/10Ka4YeCcTBEHHOE HOBOOOPA30BaHME, B OCHOBE
KOTOPOro NeXWUT OedeKT, CTBONOBbLIX KAETOK Pas3/IMYHOrO YPOBHA, NMOO MOPAKEHWE KAeTOK-
npeawecTBeHHNKOB.

Mopdonornyeckum cybctpatom 3aboseBaHUA ABASIOTCA HEOMNNAAaCTUYECKU TPpaHCOOPMMPOBAHHbIE
KneTku, obnagatolime cnocobHOCTbIO K MOAaBAEHNIO HOPMAIbHOTO reMoMno033a U MHOUALTPUpPYOLLME
KOCTHbIW MO3T, MOCTEMEHHO BbITECHAA W YrHETas HOPMa/ibHble POCTKM KPpOBETBOPeHMA. B npouecce
NIEMKO3HOM TpaHchopmaumm 61acTbl MOCTEMNEHHO YTPa4yMBatOT HEOOXOAMMOCTb B CTPOMAJIbHOM
noaaepkKe (CTaHOBATCA CTPOMA-HE33aBMCUMMbIMM) M 3aCENAOT OPraHbl, KOTOPbIE MPUHMMAAN y4acTne
B remonos3e Ha pPas/IMyHbIX CTaamax ambpuoreHesa. [anbHenwas oOnyxosieBasa MNporpeccus
NPUBOAMUT K TOMY, YTO B/1aCTbl MOTYT NOpa*KaTb NPaKTMYECKN Nt0HOM opraH.

Knaccndpukauyma

Mopdonoruyeckas knaccuduKkauma OMJ1 npeasoxkeHa GppaHKo-amepUKaHO-OpUTaHCKOM rpynno
FAB (French-American-British cooperative group)

OcTpan HeanddepeHUMpyeMan NeiKkeMus. XapaKkTepHble Mopdonornyeckme

MO 0CcObeHHOCTM BNATCHBIX KNETOK OTCYTCTBYIOT

M1 OcTpas mnenonaHasa nekemma 6e3 cospeBaHma. HekoTopble 61aCTHbIe KNETKM coaepKaT
a3ypoduibHble rpaHy/bl, Nanoyki Ayapa uam 1 1o, U apyroe

MO OcTpan MnenonaHan Nemkemmns ¢ napumanbHbiM cospeBaHem. MHorme 61acTHble
KNeTKM coaepKaT azypoduibHble rpaHybl M Nanouki Ayapa

M3 OcTpan npomuenoumTapHan nemkemms. MimneprpaHyIMpoBaHHbIE MPOMUENOLMUTBI C
MHOYeCTBEHHbIMW Maso4Ykamm Ayapa

M4 OcTpan MMenoMoHoUMTapHanA NekeMua. baacTHble KNETKM HeCyT NPU3HAKM,

XapaKTepHble A8 KNeTOK MOHOLUMTAPHOTO M rpaHy10LMTapHOro paaa
Mb5a = OcTpaa moHouuTapHasa nekemma 6e3 co3peBaHms
M5b  OcTpaa moHoUMTapHasa NelKkemmnsa ¢ napLmanbHbiM CO3pPeBaHMEM

SpuTtponenikemuns, bonesHb [n Nynbenosmo. IpmutpobaacTsl coctaBnaoT bonee 50% Bcex
M6 A0P0COAEPHKALLMX KNETOK KOCTHOIO Mo3ra, mnenobnactel — 6onee 30% KneTok
HEe3PUTPOUAHbIX POCTKOB
OcTpas merakapmnobnacTtHas nerikemma. Merakaprobnactbl coctasnatoT bonee 30% Bcex
A4pocoAepKalMX KNeTOK KOCTHOTO MO3ra

M7
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MepecmoTpeHHan kKnaccudurkauma BO3 muenonaHbix HoBoobpasoBaHUA 1 OCTPbLIX N1EMKO30B

= OcTpble muenonaHble nenkosbl (OMJ1) 1 poacTBeHHble HOBOOOpa3oBaHMUA

= OMJI Cc NOBTOPAOWMMMCA TEHETUYECKMMM aHOMANNAMM

(0]

O O OO0 OO0 0O o o

(0]

OM/1 ¢ t(8;21)(g22;922.1); RUNX1-RUNX1T1

OM/1 cinv(16)(p13.1922) nnmn t(16;16)(p13.1;q22); CBFB-MYH11
OM/ (npommnenoumTapHbiit) c PML-RARA

OM/T ct(9;11)(p21.3;923.3); MLLT3-KMT2A

OM/1 c t(6;9)(p23;934.1); DEK-NUP214

OM/1 cinv(3)(g21.3926.2) nan t(3;3)(g21.3;q26.2); GATA2, MECOM
OMJ/ (merakapuobnacTHbiin) ¢ t(1;22)(p13.3;913.3); RBM15-MKL1
MpeagaputensvHas dpopma: OM/1 c BCR-ABL1

OMJ1 ¢ myTnpoBaHHbIM NPM1

OM/ ¢ 6uannenbHbiMKU myTaumammuCEBPA

MpeagaputensHas dopma: OM/1 ¢ myTnpoBaHHbIM RUNX1

= OM/J1 c USMEHEHMAMM, CBA3AHHbBIMMK C MUeTIoAMCINa3NeN

=  MuenomnaHble HOBOOHPaA30BaHMSA, CBA3AHHbIE C Tepannei

= OM/JI, HeyTOYHEHHbIE

(0]

O O 0O OO OO

(0]

OM/J1 ¢ MUHMMaNbHBIMU NPU3HAKaMK AndPepPeHLNPOBKM
OM/1 6e3 NpM3HaAKOB CO3peBaHMA

OMJ1 ¢ npn3HaKamm co3peBaHuA

OCTpbI MMENOMOHOLMTAPHbLIN 1IEMKO3

OCTpbIt MOHOBNACTHbIN/MOHOLMTaPHbIN NENKO3

YUCTbIM (MCTUHHBIN) 3PUTPOUAHBIN NEMKO3

OcTpblt MerakaprobaacTHbI Neikos

OcTpblt 6a30PUNbHbIN NENKO3

OcTpbln NaHMKeNo3 ¢ mmenodmnbposom

"  MuenongHasa capkoma

= MuenouaHble nponmbepaumm, CBA3aHHbIE C CMHAPOMOM [ayHa

o
(0}

Mpexoaawmii aHoOMaIbHbIM MMENONO033

MuenonaHblm NenMKo3, aCCOLMMPOBAHHbLIN ¢ cMHAPOMOM [ayHa

KnanHnyeckasa KapTmHa

[nvTenbHOCTb aHaMHe3a 3ab601eBaHNs OT MOMEHTa NOABAEHUA NEPBbIX KAMHUYECKMX NPU3HAKOB A0
Mopdonormyeckon sBepuduKauMM AMArHO3a COCTaBAAET OT HECKONbKMX HeAesnb [0 HECKOAbKMX
mecaueB. KaMHMYecKkas KapTUMHa ONpeaenseTca CTeneHblo HapyleHua GyHKUMA KOCTHOro mos3ra
(aHemma, remopparMyeckmii CUHAPOM W PasBUTUE WMHPEKUMN PasIMYHON CTENEHU TANKECTU) U
HaZIMYMEM OMYXONEBOM MacCChbl (OpraHomeranus, 60/blIOe KOMMYECTBO OMyXO/NEBbIX KNETOK B
nepudepunyeckon Kposu, numdoaseHonatn A U noparkeHune cpepoctenHuns, LUHC, Koxn, snyek,
Nnenkemmnyeckas MHOUAbTPaLMS ceTyaTKn). B HEKOTOpPbIX cydasx HabatoaaeTca passutne 601eBoro

CMHAPOMA, CBA3AHHOIO C MOPaXKeHNEM KOCTeN.

KnuHuyeckas cMMNTOMATUKA paBBépHYTOl‘;I CTaauum OoMN CKNnaapbliBaeTca U3 MNATU OCHOBHbIX
CMHAPOMOB: Trunnepnaactmyeckoro, remopparnm4yeckoro, aHemMmyeckoro, WMHTOKCMKALMOHHOIO,

NHOEKLMOHHBIX OC/IOKHEHUIA.
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fMnepnnacTMYecKUmM CUHAPOM CBA3aH C pacnpocTpaHeHnem 61acTHbIX KNeTOoK B AnMdaTnyeckune
y3/bl M NAapeHXMMaTO3Hble OpraHbl M NPOABAAETCA YMEPEHHbIM 1 6e30601e3HEHHBIM YBENYEHNEM
NMMPOY310B, nedyeHn 1 ceneséHkn (30-50%). Y % 60nbHbIX HabaoaaeTca yBennYeHne MUHAAANH,
afleHoMA0B, BHYTPMOPIOLWHBIX IMMGOY3/108 M TMMPOY310B CPeAOCTEHMA C CUMNTOMAMM CAABAEHMSA.
MoABNAIOTCA KOMKHble NeMKo3Hble WMHOUALTPATLI (Neikemnapl) B BWAE KPAaCHOBATO-CMHEBATbIX
bnAaweK. M3BECTHbl CAy4am 3HAYUTENbHOTO YBEIMYEHMA MOYEK B pe3ynbTaTe eMKeMUYecKomn
MHOUNBTPALMM, NPU STOM KIMHUYECKME CUMNTOMbI MOPAXKEHNA MOYEK MOTYT OTCYTCTBOBATb. PeaAknm
OCNOXKHEHMEM ABNAETCA MHPUAbTPALUMA MMOKAPAA U BbINOTHOM NEPUKaPAUT NpK 0DCTPYKLUN NyTeln
NMMMPOOTTOKA MeXay dHAO0KAPAOM U 3NUKapAOM. HapylieHna co CTOPOHbI AbIXaTeNbHOM CUCTEMDI
MOryT BbITb CBA3aHbl C YBEAMYEHHBIM TUMYCOM UAN AMMDOY3/1amMM CPeAOCTEHUS, NENKEMUYECKON
MHOUNBbTPALMEN  NErOYHOM  TKAHWM  WAM  KPOBOU3NMAHMAMKM B  Heé€. WHorga  CAOXKHO
anddepeHUMpPoBaTb 3TU OC/IOKHEHMA C MHPEKLMOHHBIM NMPOLLECCOM.

FemopparM4eckMn CUHAPOM CBA3AH KaK C TPOMOOUMTOMEHWEN, TaK WM C BHYTPUCOCYAMCTbIM
Tpombo3om (ocobeHHO nNpu  runepnenkoumTose) U  Habnwogaetca y 50-60% 6HOMbHbIX.
Femopparvyeckme npoABAEHUA BeCcbMa BapuabesibHbl: OT MEKOTOYEYHbIX M MENKOMATHUCTbIX
OAMHOYHbIX BbICbIMAHUI Ha KOXe U CAU3UCTbIX 000/I04YKaxX A0 ODWMPHBLIX KPOBOWU3AMAHUM U
NPody3HbIX KPOBOTEYEHUA — HOCOBbIX, MATOYHbIX, YKEAYAOYHO-KMLIEYHbIX, MOYEYHbIX M Ap.
KpoBOM3NMAHMA OYEHb 4YacTO COMPOBOMKAAMOTCA HEBPONOTMYECKMMM HAPYLWEHUAMM, OCTPbIMM
PacCTPOMCTBAaMM MO3rOBOro KpoBoobpalleHus.

Ona MHTOKCUMKAUMOHHOIO N aHEMUYECKOTo CUHOPOMOB XapPaKTEPHbI C}'Ia6OCTb, BANNOCTb, FOJ10BHbIE
60}'Il/1, 6}'Ie,£I,HOCTb KOXHbIX MOKPOBOB, CHM)XXeHMe anneTnTa.

NHdeKumoHHble npouecchl, Habntogaemblie y 80-85% 6onbHbix OJ1, ABNAOTCA rPO3HbIM, TPYAHO
KynMpyembiM OCNOXHeHWem. Hambonee MHOroumcnaeHHa rpynna MHPEKUMOHHbBIX OCNOXKHEHWUM
bakTepuanbHoro npoucxoxkaeHua (70-80%), BKAOYAA MHEBMOHWM, CEMCUC, THOMHbIE MPOLLECCHI.
Taxkénble MHOEKUMOHHbIE OCNOXHEHWSA BMPYCHOrO WM rPMOKOBOro reHesa HabntoaatoTca pexe:
cooTBeTCcTBEHHO Yy 4-12 un 18-20% 6o0nbHbiX. B nocneaHee BpemAa yMeHbWWANACb POJb
CTadMNIOKOKKOBOM WMHOEKLUMM M BO3POCAO 3HAYEHMEe rpamoTpuuaTtensHo ¢aopbl. [pubKOBbIE
MHPEKUMN OBHaAPYKMBAIOT TEHAEHUMIO K YBEAMYEHWMIO. BMpycHble MHOEKUMM CcTanu npoTekaTb
TAXKeNee, y4yacTMAMCb C/lyYan LMTOMEranoBMpycHon uHdeKumn, repneca. Jinxopaaka 0ObIYHO
CBfA3aHa C HaAnYMem MHGEKL MM, 0OCODEHHO v aeTel ¢ rnybokol HelTponeHuen (meHee 500/mKn).

Yactbim cumntomom npu OJf1 aBnatoTca occanrum u apTpanrmn. Jlelkemumyeckaa MHOUAbTPALLMSA
HaAKOCTHMLLbI M CYCTAaBHOM Kancy/bl, MHPAPKTbl KOCTEN U ONYyX0/1eBOE yBeideHne 06 bEMa KOCTHOTO
MO3ra NpMBOAAT K NosBaeHMto 6bonen. Boan n OTEKM CyCTaBOB MOTYT ObITb MPUHATLI 32 CUMNTOMbI
PEBMATOMAHOIO apTPUTa UAM Apyrx 3aboneBaHNi.

narHocTumKa

Hanobbl 1 aHamHe3

*anobbl Ha cnabocTb, HEAOMOraHNe B TeYeHME HECKO/IbKUX MECALLEB, MOBbIWEHWE TeMMepaTypbl
Tena, 60AM B KOCTAX M/UAK cycTaBax, 61e4HOCTb, KPOBOTOYMBOCTb C/IM3UCTLIX MOSOCTM PTa, HOCA,
Apyrve BMAbl KPOBOTEYEHMUI, yBEANYEHME nepubepuyeckmux MmdaTMyecknx y3nos, yBenunyeHume
Pa3MepoB *KMBOTA, 60NN B XKUBOTE, 3aTPYAHEHHOE HOCOBOE AblXxaHWe, oAbllKy. [pn Helponekose
— ronosHble 6021, pBOTA, CYAOPOrU. Mpn OpxmTe — OAHO- UM ABYXCTOPOHHEE YBENMYEHME SUYEK,
H6e3bonesHeHHoe.
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dusunkanbHoe obcreposaHue

®usnkanbHoe obcnenoBaHMe CKAAAbIBAETCA W3 CAEAyHOUMX: OUEHKA  BbIPAXKeHHOCTU
5C aHemunyecKoro, remopparmyeckoro, runepnaacTMyeckoro CMHAPOMOB, MHOEKLUMOHHOrO CTaTyCa,
HEeBPOIOTMYECKOrO CTaTyCa.

NabopaTopHble nccaenoBaHun

= QOAK — B nepudepmnyeckom aHanMle KPOBM MOryT OTMeYaTbCA aHemmda, TpombouuToneHus,
yckopeHune CO3. B nelikoumTtapHoi dopmyne - aumbountos, 6aactbl. Mexay 61aCTHbIMM KNeTKamm
M 3penbiMi  TPaHYAoUMTaMM MOYTM HET MPOMEXKYTOYHbIX (GOPM, 4YTO OTparkaeT nposan B
KPOBETBOPEHUN — NerKemmnyeckoe 3uAaHMe. KaK npaBuao, OTMevyaeTcA runopereHepaTopHas
HOPMOXPOMHaA aHEMMA N TPOMBOLMTONEHMA.

® BUOXMMMUYECKUA aHaNU3 KPOBU — YBE/IMYEHME YPOBHA KpeaTMHMHA, MOYEBMHbI, MOYEBOM
KMCNOTbI, TMNepKanunemma, runonpotenHemma. [pyM HaAMYMKM  CENTMYECKMX 04aroB MOXKeT
HabntoaaTbCca NosbileHWe ypoBHSA C-peakTuBHoro besnka, ysenundenue A6, kanun, ochop moryTt
NOBbIWATHLCA NPU IN3MCE ONYXO/U, Ka/IbLIMI CHUMKAETCA, BO3MOXKHO MOBbILLIEHWE YPOBHA MOYEBMHDI,
KpeaTHMHa (NpW NOYeYHOM HeJOCTaTOYHOCTM, OCTPOM /IM3UC OMYyXONK).

= Koarynorpamma — TrunokoarynaumMs 3a cyeT nepsBon dasbl remocTasa, 0oOyCnoBAEHHasA
TpombouuToneHnen.

= LluTonoruyeckoe nccnenoBaHMe MUENOrpammMbl — 0HOHAPYKMBAETCA TMMEPKNETOYHbIN KOCTHbIM
MO3l, C CYEHHbIMM POCTKAaMM HOPMA/IbHOTO KPOBETBOPEHWMA U MHOUAbTPaumen OHAaCTHbIMMK
KneTkamm oT 25% [0 TOTaNbHOro 3aMelleHMA KOCTHOrO Mo3ra onyxosbto. Mopdonormyeckoe
CXOACTBO 3/10KaYeCTBEHHbIX MMMGOH61ACTOB M HOPMA/bHbIX KNETOK-NpeaWwecTBEHHMKOB TpebyeT
onpeaeneHuA NPOLEHTHOrO COOTHOWeEHMA NMMbOONACTOB B Ma3Kax KOCTHOrO MO3ra.

= LuToxmmmyeckoe nccnegoaHme 6aacTHbIX KNETOK:

Muenonepokcuaasa NONOXKUTENbHAA

CyAaH YépHbli1 (OKpacKa Ha Mnuapl) OTPULATENBHbIN

Xnopauerar acTepasa oTpuuaTenbHas

PAS-peakuus (peakums Ha rmnKoreH) NOJIOXKUTENbHAA, KPYNHO-TpaHyaApHasn
Hecneunduueckasn actepasa oTpuuaTenbHas

Kucnasa ¢ocdatasa MOXeT ObITb U MONOXKUTENBHOM, N OTPULLATENBHOWN

* MIMMyHOPEHOTUNNPOBaHNE BNACTHBIX KNETOK — A4/19 OnpeseneHna KNeTOYHOW NPUHALNEKHOCTM
H6nacTHOM monynauMmM M NporHo3 3abosnesaHua (BaxKHO Ana Bblibopa Tepanuu). Mcnonb3oBaHue
NaHeNM MOHOK/IOHA/IbHbIX aHTUTEN K KnacTepam AnddepeHUMpoBKM 1 onpeaeneHne npoLeHTHOro
COOTHOLLIEHMA UX IKCMPECCUM B BAACTHOM NONYNALMM NO3BONAET YKa3aTb K Kakow (T- an B-) nnHum
OTHOCUTCA NENKEMMNYECKNI KNOH Y AaHHOTO BO/bHOTO.

= JIMKBOpOrpamma — nepes Ha4asom LMTOpeayKTMBHOM Npodasbl, Npu NnpoBeaeHNM NtoMbanbHOM

MYHKUMM OLEHMBAETCA CTeNneHb [AaBNEeHMA CMMUHOMO3FOBOM XWAKOCTW, MPO3PAYHOCTb M LBET
NvKBopa. MposoanTca BUOXMMMYECKOE MCCAenoBaHWe IMKBOPA Ha KoauyecTBa Heska, caxapa u
xnopunaos. Mopdonormyeckoe mccnegoBaHMe AMKBOPA BKAOYAET OLEHKY KNETOYHOCTM JIMKBOPA
(B HOpMe /IMKBOP KNETOK He COAEPXKMT), onpeaeneHne BCeX TUMOB MMEIOLMXCA KAEeTOK. [pu
noao3peHunm Ha nopaxeHne ULUHC ob6A3aTenbHbIM  YyCAOBMEM  ABAAETCA MNPUIOTOB/AEHME
uMTonpenapaTta Ha uutoueHTpudyre.
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= LluToreHeTMyeckoe nccnepoBaHune (ctaHaapTtHoe, D-FISH), 1 MonekynapHo-reHeTuyYeckme — Ans
OLLEHKM COCTOAHMA XPOMOCOMHOTO annapaTa (Ko/IMYecTBO XPOMOCOM U UX CTPYKTYPHbIE U3MEHEHMUA
— TPaHC/NOKaLUMK, MHBEPCUU, AeneLnn).

= MPB — Ha Ha/M4YMe OCTaTOYHbIX TENKEMUYECKUX KNETOK Y NalMeHTa B peMuccun (onpeaeneHune
BbICOKOro ypoBHs MPB nocne MHAYKUMKM PEMUCCUW UAW Nepen NOAAEPKUBAOLWEN Tepanuein
KOpPeMpyeT C NI0OXMM NPOrHO30M).

= 06wt aHaNN3 MOYM — OTMEYAETCS remaTypus.

NHCTpyMmeHTanbHble nccnenoBaHuA

= Y3/ opraHoB OPHOWHOM NONOCTU N 3aOPIOWMHHOIO MPOCTPAHCTBA — A/1A OLEHKW pa3mepos
NHOMNBTPUPOBAHHBIX MAPEHXMMATO3HbIX OPraHoB, yBeAMYeHUE NUMPOY3108 GPIOLIHON MOAOCTH,
Ha/M4Yme cBOHOAHOM KMAKOCTN B OPIOLWHOM NOOCTU.

= V3 yBenMYEHHbIX IMMPOY310B — A1 OLLEHKM KOIMYECTBA, CTPYKTYPbI M pazMepoB MmMdoy3nos.
= V3U AnYEeK, MOLLIOHKM — /11 OLLEHKM Pa3MepOB, CTPYKTYPbI AMYEK, HAIMUYME KUAKOCTM B MOLLOHKE.
= PeHTreHorpadua rpyaHon KNeTKM B 2-X MPOEKUMAX — ANA BbIABNEHWA BbINOTHOIO MNAEBPUTA,
MHOUNBTPAUMM B NIETKOM, TyMOpa CPeaoCTeHMA), OMNTUMAAbHO — KOMMbIOTEPHas TomMorpadwma
FPYAHON KNETKM.

= KT OploWHOM NOAOCTM — MO3BOAAET OLEHUTb PA3MEpPbl, CTPYKTYPY WHOUALTPUPOBAHHbIX

NapeHXMMaTO3HbIX OPraHoB, yBeandeHne nMmdoysnos OPoLLHON NOAOCTU, Hamyme obpa3oBaHni 1
CcBOHOAHOM *KMAKOCTM B OPIOLLIHON NOAOCTM.

O6LWMM OCMOTpP NOAPa3yMeBaEeT OLLEHKY 0bLLEro GpM3n4ecKoro COCToAHMS, POCTa U Macchl TeNa,
a TaKKe AeTasbHyl0 OUEHKY COCTOSAHMS BCEX OPraHOB M CMCTEM M HEBPOJIOrMYECKOTO CTaTyCa.
Ocoboe BHMMaHMe cneayeT 06paTMTb Ha AOKYMEHTUPOBAHWE MPOSABAEHUN OCHOBHOIO

5c 3aboneBaHuAa (onucaHue BCex rpynn yBenMYeHHbIX NMMEOY3N0B C pasmepami, pasmepb
neYyeHn 1 ceneseHKM — B CaHTUMETPAX HMKe Kpasd pebepHOM Ayrv No cpeAHEKNOYNYHOM TNHIK,
pasMepbl AMYEK Y ManbyMKOB, HaAMuYMe/OTCyTCTBME NEMKeMUIOB Ha KOXe) W BblaBaeHMe
BO3MOMKHbIX 04aroB MHOEKLMM

OcHoBHble (0bs3aTeNbHbIe) AMArHOCTUYECKMe 0bcaea0BaHMA, NPOBOANMMbIE HAa aMbBy1laTOPHOM
ypOBHe:

= 06OWMA aHaM3 KPOBUM (NoacyeT Nernkodopmybl, TPOMOOLMTOB B Ma3sKe);

" MMenorpamma

5C

[ononHuTenbHble anarHocTuyeckme obcnesoBaHnaA, MPOBOAMMbIE HAa aMbyNaTOPHOM YPOBHE:
= 0OWMA aHaAN3 MOYM;

= KOary/a0rpaMma;

= rpynna KpoBu 1 pesyc GakTop;

" OUOXMMMYECKUI aHann3 KpoBu (0bOLWMIA Benok, anbbyMunH, obLMA BUAMPYOUH, NPAMON
OUANPYObUH, KpeaTUHKH, modeBuMHa, AflaT, ACaT, ratokosa, /1A, CpeakTMBHbIN OENOK, LienoYHan
docdoTaza);

= I®OA Ha MapKepbl BUPYCHbIX reNaTUTOB;

= I®A Ha mapkepbl BUY;

= I®OA Ha MapKepbl BUPYCOB repnec-rpynnobl;

= OKT;

= VY3 opraHoB OPIOLWHOM NONOCTU (MeYeHb, CeNe3eHKa, NOAKeNYA0UHOM Kenesa, KeauHblin
Ny3blpb, AMMbATUYECKME Y3/1bl, MOYKM), Y AEBOYEK - MAIOrO Ta3a;

= peHTreHorpadma opraHoB rpyaHON KNETKM

5C
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5C

5C

NabopatopHble MccneaoBaHUA A8 BepudUKALMM  AMArHO3a, OLEHKM MPOTrHOCTUYECKUX
baKTOPOB M 0OLLETO COCTOAHMUSA NALMEHTA, MPOBOAMMbIE Ha CTALLMOHAPHOM YPOBHE:

= 0OWMiM aHann3 KpoBu (noacyeT NeMKoPopPMy/ibl, TPOMOOLIUTOB B Ma3Ke);

" MWENOrpamma;

" UMTOXMMWUYECKOE uccnesoBaHMe 6OnacTHbix Knetok (MMO, ravkoreH, anbda-HI, cyaaH
YepHbIn);

" UMMYHOPEHOTUNMPOBAHME
LMTODAYOPUMETPUN;

= CTaHOAPTHOE LMTOreHEeTUYECKOE NCCNeA0BaHMNE;

" yccnefoBaHMe metoaom FISH n monekynapHo-reHeTu4yecKkoe nccaeaoBaHue;

= HLA—TMNMpOBaHuUe;

= 0OWMA aHaAN3 MOYM;

" rpynna KpoBu 1 pesyc GakTop;

= KOary/s0rpaMma;

= onpeaeneHne aHTMTpombuMHa Ill B nnasme KpoBwy;

= KOJINYECTBEHHOE onpeaesieHne ypoBHa D - AMMepPOB B MJ1a3Me KPOBU;

" OUOXMMMYECKUI aHanM3 Kposu (6enok, anbbymuH, A/laT, ACaT, 6unmpybuH, LienovHas
docdaTtaza, T, KpeaTUHWUH, MOYEBMHA, MOYEBaA KUCAOTa, anekTponuTtbl, SO, raoKo3a,
C-peakTuBHbIN 6enok, UMMyHOr106yanH G, A, M);

= npoba Pebepra;

= I®OA Ha MapKepbl BUPYCHbIX reNaTUTOB;

= I®A Ha mapkepbl Ha BUY.

«MnaHesib [ANA  OCTPbIX JIEMKO30B» METOAOM MPOTOYHOWN

OCHOBHbIM KpUTEpPMEM OCTPOro MmenobnacTHoro nenkosa AsnaeTcA Hanmume bonee 20%
61acTOB B KOCTHOM MO3re, OnpeaensiembiX Mo WUMMYHONOTMYECKMM U LMTOXMMUYECKMM

XapaKTepucTMKam Kak 1mmadobaacTbl.

AnddepeHumanbHbIN MarHos

ObocHoBaHue ans Ob6cnenoBaHuA KpuTepumn uckntodeHus
OunarHos andoepeHUmanLHoOM AunarHosa
ONarHoCTUKK
MnepnaacTMyeckni, LnToxmmmnyeckoe Mpn OMJ1 peakuma Ha
. aHeMMNYecKmni, nccnenoBaHue MWEeNonepoKcMaasy
OcTpbii o remopparmyeckmi H1aCTHbIX KNEeTOK NONOXUTEIbHAA
nMmoobnacTHbIN
nelikos CUHOPOMb, NMMYHODEHOTUNNPO-  DKCNPeccua aHTUreHos,
CUMMTOMbI BaHMe B1aCTHbIX XapakTepHbix ana OM/I
MHTOKCUKaLMN KNeToK
fMnepnnactuyecknin, = MccneposaHue Mpn OM/
aHEeMUYECKUI, MMUENOrpPamMbl TpaHchopmaumsa
remopparmyeckmi KOCTHOrO Mo3ra
CMHPOMBI, H61aCTHBIMK KNeTKaMm
Muenoaucnnact- CUMMTOMDI > 20%.
YeCcKUn cMHOpoOm
MHTOKCMKALMN Mpn MAC ancnnasmna
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AHeMn4yeckni, NccneposaHne Mpwr OMJT KOCTHbI MO3T

remopparmyeckmii MMUENOrpammbl KNETOYHbIN,
CUHAPOMb, MOHOMOPOHbIN,
CMMMTOMb! 6nacTHaa meTannasma.
MNpuobpeteHHasn MHTOKCMKaLMM Mpw MNMAA KOCTHbI MO3T
annacTtuyecKas N
aHeMMS MaNIOKNETOYHbIN, POCTKM
KpPOBETBOPEHMSA
YyrHeTeHbl, HO KOCTHbIN
MO3I MOSIMMOPPHbLIN,
H6nacTHble KneTkm 5%
Nnmdonponndepa- NccneposaHne Mpwn ONN
TUBHbIN CUHAPOM, Munenorpammol. MOA TpaHchopmaLuma
nmmdounTos, n MNLLP Ha BupycC KOCTHOro mo3ra Ha 25%
NHOEKLMOHHBIN MOHOLMTO3 d6wTenH-bappa 61aCTHbIMK KNETKaAMM.
MOHOHYKNEeOo3 Mpn MHGEKLMOHHOM
MOHOHYKNeo3e
nosntmeHble IgM, 1gG,
DNA-EBV
MeTacTtaTnyeckoe NccneposaHme Hannuune
nopaeHne KOCTHOro ~ MMeNorpammbl cneunduyeckmx
Mo3ra PAKOBbIX KNETOK Npu
ConuaHsle CONMMAHbBIX ONYXONAX U
onyxonu H6nacTHas
TpaHchopmaLumsa
KOCTHOTo mo3ra >20%
npun OMJI
JNleyeHne

Lilenn n metoabl neveHns OMJ1y aeten:

" 3paauKauma NeMKeMMYEeCKOro KA0oHa;

" BOCCTAaHOB/JIEHWE HOPMA/IbHOTO KPOBETBOPEHMS;

" OCTUMKEHWEe A/INTeIbHON 6ecCcobbITUNHON BbIXMBAEMOCTH.

TaKTUKa NeYeHUn: 3aKN04HaeTCA B AOCTUKEHNM PEMMCCUM NOCPEACTBOM NPOBEAEHNA BbICOKOA03HOM
NOANXMMMOTEPANMN C NOCAEAYIOWMM BO3SMOXKHbIM NpoBeaeHnem TICK.

HemennkameHToO3HOE fieyeHune

= PexkMM M yXxo4 33 NaUMEeHTOM C Lebio MUHUMAIN3ALUMN PUCKA UHPEKLIMOHHBIX OCIOMHEHWI:
M30/1IMPOBaHHble (BOKCMPOBaHHbIE) NanaTbl; TAMUHAPHbI NOTOK BO34yXa.

= [Nneta: Cton Nell (m gpyrme no nokasaHuam) (HU3Ko BaKkTepuaabHan NuLLa; yCUAeHHoe NnuTaHue
— BbICOKOKa/I0OpUIMHasa AneTa ¢ NOAYTOPHbIM MO CPaBHEHMIO C BO3PACTHbIMM HOPMaMK KOJIMYECTBOM
6enkoB, BUTAMMHW3MPOBAHHAA, 6oratas MWHEPASIbHbIMM  BeLWECTBaMM; MPW  Ha3HaAYeHUN
FNIOKOKOPTMKOMA0B paunoH oborallatoT NpoayKTamu, COAEP)KALMMM MHOFO COMEen Kanua u
Kanbuma).

" MpuM arpaHy/aouMTo3e TyaneT MOAOCTM pTa MNOPOJOHOBLIMM  LLIETKAMM, MOJIOCKaHKUA
aHTUCENTUKAMMU;

" yXO/, 33 LUEHTPa/ibHbIM KaTeTepoM (CMeHa KaTeTepa Nno /iecke 3anpeLaeTca);

" JIMYHas TUrMeHa (npaBuiibHas 00paboTKa PYK — MbITbE WCKAUYUTENbHO MUAKUM MbIIOM,
AanbHelwan 06paboTKa pyK aHTUCENTUYECKUMM PacTBOpPamm);

" M3018UNA MHOEKUMOHHBIX 6ONbHBIX B NanaTbl C OTPULLATENbHLIM AaBEHMEM.
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MennkameHTo3HOe fieyeHune

3a ocHOBY B3AT nNpoTokos AML-BFM-2004 (Fepmanusa) n obHoBNeHKe 3Toro npoTokona AML-BFM-
2019. Kpome M3 BapuaHTe C NOATBEPKAEHHLIM TpaHcAoKaume (15;17) PMR neunTca no npoTokony
ATO+ATPA +XT (apCeHUKYM TPUOKCKA, + TPAHCPETUHOI0BAA KUC/IOTa+XMMKUA Tepanua). PeumamsHblie

6o/bHblIE NleYaTCs NOo  OTAE/bHOMY MPOTOKOAY ANA

CTaLMOHapPHbIX yCOBMNAX.

JleyeHue BKNIOYAET:

pPeLnanBoB.

Tepanua npoBoAnTCA B

= 3/1eMEeHTbl XMMMoTepanum no npotokony AML BFM 2004 n AML-BFM-2019 (FepmaHusa);
" NpoduNaKTUKa HEMPONENKO3a;
= CMMNTOMaTUYecKan Tepanus.

CTpaTuduKaLma rpynnsl pucka

Higyuuma 1 Hugywuwa 2 Howconspauna  Humedcsdsrkausa
Lot | e
SR Al hal HAE Al
.._..,-’} " J15/18Tp
b 1
/—/\p J;l,ﬂ;li}) HAM Al hatd HAE | =
J
ADKE
el e ) Mo AaEE HHBRRILES
ltiple .th) Y
\ TERENMA
HR )| HAM || Alzcoa hat | | HAE ’
KM $ /
- ] -] - -] -] !;
Ol B 15 21-28 42-56 B3 ~112 ~ 140
MPE  MPE MEE MEE MPB MPE MEE MEE

MpumeyvaHue: MauneHTbl CTaHAAPTHOM TPYNMbl PUCKa He noayyatoT npoTokon HAM. UckntoueHne
NauMeHTbl C TPaHCNOKaLMeN.

lpynna ctaHAapTHOro pucka (SR):

Mopdonorus

FAB M3 BapuaHT
AML c cuHapomom
HayHa
FABM1/M2 BapuaHT
1 Auerl
AML FAB M4Eo?

LinToreHeTnKa

£(15;17)

Tpucomms 21 comaTMyecKkom XpoOMOCOMb!

£(8;21)

inv(16)

MonekynsapHas

reHeTUKa
PML/RARa

AML1/ETO

CBFB/MYH11

OTBeT Ha Tepanuio
He3aBMCMMO

He3aBMCNMO

Henb 15 6nactos <5%

Henb 15 6nactos <5%

lpynna BbICOKOro pUCKa: Bce octasnbHble cnydan OMJ, He Boweallne B rpynny CTaH4APTHOTO PUCKa
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[lo3npoBKa No BO3pacTy AeTeu:

Y mnageHues (aetei <12 mecaues v aeteit <10 Kr), Kak NpaBWIO A03a CYUTAETCA Ha Maccy Tena. Ans
BbICOKOA03HOTO Uutapabura (1 r/m?unu 3 r/m?), cheayrowme 403MPOBKU:

Bospact/mecsay, %[03bl/M
<3 20
4-5 30
5-7 40
8-10 50
11-13 60
14-17 70
17-19 80
20-24 90
>24 100

LinTopeayktusHaa npodasa:

MauMeHTbl C BbICOKOM MaCcCOM KNETOYHOW NEenKeMUU (MHUUMANbHBIMA runepnenkoumTos bonee
50 x 10%/n, 3HaunTeIbHaA OpraHoMeranuna) noayyatoT npeasapuTenibHyo 06paboTKy 418 MeaieHHOM
LuUTOpeayKLMM — ToryaHuH (40 mr/m?/neHb nepopansHo) n Lntapabun (40 mr/m?/aeHb NOAKOMKHO
MAW  BHYTPUBEHHO  CTPYWHO). JOMNONHUTENbHO  MCMOMb3yeTcs ruapatauma M3 pacyeTa
3000-5000 mn/m?, ANNONYPUHON C UEAblo NpeaoTBpalleHns runepypukemmn 10 mr/kr/cyT,
yaenbHbIn BeC MouM gomkeH ObiTb meHee 1010, npu HegocTaTouHOM Anypese dypocemump,
1-10 Mr/Kr, BHaYane HUKaKMx Kanmesbix A006aBOK B MHY3MIO, 3allenaunmBaTb Moun gobasneHnem
pacTtBopa 3-4% coapl, pH moum noaaepkmeaTb B npeaenax 7,0. /lTabopaTOpHbIN KOHTPOAb: Kanui,
KanbUMI, HATPUR, x1op, docdaTt, MoyeBas KUCN0Ta, KpeaTUHUH, MOYEBUHA.

Ecnm uepes 3 aHA 61acTbl HE COKpaLLAtOTCA, A0/IXKHA ObITb HavyaTa HEMeANeHHO MHAYKLUMA Tepanu,
rae B JasbHenWwem Npu CyLEecTBYIOWEM PUCKE KPOBOTEYEHUSA, BO3MOMXKHO, B U3MEHEHHOM BUAE, T.€.
C MOMIOBMHHOM A030M JayHopybuumHa B UHAYKUMK. B obuiem, AnMTeNbHOCTb NpeaBapuTebHOro
3Tana He A0/IKHa NpeBbIllaTh 7 AHeN.

Mpu runepnerikountosde (>100.000) A0MKHbI ObITb MCNONb30BaHbI 3aMeHHOEe MnepesiMBaHue Uau
nerkodpepes. He OomKHa NPOBOAMTCA AMarHoOCTU4YecKas ntombanbHas MNyHKLMA, TOAbKO nocie
[0CTAaTOYHOrO COKPALLEHNA YPOBHA IEMKOLMTOB B KPOBU.

MaumMeHTbl C TAXKENbIMU MHOEKLUMAMMN U HAPYLLEHUAMM OYHKUMM cepala TakKe AO0MKHbI NOAYyYnTb
LUMTOPEOYKTMBHYO Npodasy.

MpoToKkon nHAayKunu AIE anuTcs 8 AHEM M BKAOYAET:

» yunTapabun 100 mr/m?/neHb B BuAe oamnTensHol 48-4acosom nHdysum (¢ 1-ro go 3-ro gHd);

* ymtapabuH 100 mr/m? Kawable 12 vacos B Buae 30-MUHYTHOM MHOY3MM — Bcero 12 pas
(c 3-ro no 8-oit AHW);

* s570M03KA 150 Mr/m%/aeHs B BuAe 1 4acoBoi MHOY3UK (B 6-01, 7-0 1 8-0i AHM);

" poapybuumH 12 mr/m?/neHb B/8 KanenbHo 3a 4 yaca B 3-Uit, 5-biiA, 7-0M AHK;

" MHTpaTeKaNbHO B 1-bl, 8-0M AHW: UMTapabuH, MeToTpeKkcaT, NPeaHM30/I0H MO BO3PACTHOM
[031POBKe (B Cxeme npuaaraetcs).
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MpoTtokon 2-i uHaykuum — HAM (ans rpynnbl BbICOKOrO PUCKa M C TpaHCAOKaLUMen: NpoTOKO

Induction AIE

cytarabine! 100 mg/im?/d day1,2
= 100 mg/m?/d as a 24h infusion
- 48h: from day 1 (morning) until day 3 (morning)

V%
.

cytarabine’! 100 mg/m? day 3-8

every 12h: 30min infusion I I I I I I I I I I I I
- 12 applications

- from day 3 (morning) to day 8 (evening)

idarubicin? 12 mg/m®/d day3,5,7

4h infusion

- before cytarabine % % %
etoposidphosphate’? 150 mg/m?/d day6,7,8

80min infusion

- 6h before 8th, 10th and 12th cytarabine infusion

cytarabine/ day1’and 8

methotrexate/

prednisoloni.th.

<fyear 1<2yrs 2<3yrs z3yrs
cytarabine 16mg 20mg 26mg 30mg
MTX 6mg &8mg 10mg 12mg
pred 4mg 6mg 8mg 10mg

v

1 1 1
2 3 4

i BMA
!

O -
o -
~y —
©
w0

days

1 Different doses for infants! Infants < 12 months or = 10kg body weight: dose according to body weight.

? The dose specificationindicates the dose of etoposide, 100 mg etoposide correlates to 113.6 etoposide-phosphate; labeling of the study medicationrefers to
the dose of etoposide (etopophos 100 mg).

3 Intrathecal therapy in age-dependentdoses on day 1, or with diagnostic LP, LP in hyperleukocytosis ONLY after blast cell reduction. Patients with primary
CNS involvement i.th. at weekly intervals plus one additional time after cerebro-spinal fluid is clear and at least three times (day 1, 8 and 15).

KOHCO/IMAALUMN HaYMHaeTca ¢ 21-ro AHA OT Havana Tepanuu.

MNMpotokon HAM anutca 4 AHA U BKAIOYAET:

umMTapabuH 3 r/m?

(c 1-ro no 3-uit gHKn);

MUTOKCAHTPOH 10 Mr/m?/aeHs B Buae 30-MUHYTHOM UHOY3MM (B 3-MI U 4-bIld AHW);

NMHTPaTeKaNbHO B 1-bll AeHb: UMTapabuH B Bo3pacTHOM ao3mposke. <1 roga 20 mr; 1-<2 roaa
26 mr; 2-3 roga 34 mr;>3 net 40 mr.

2" Induction HAM

HD-cytarabine' 3 g/m? day 1-3 I I I I I I

every 12h as 3h infusion
- 6 applications

L
1 1
mitoxantrone2 10 mg/m?/d day 3, 4 g g
30min infusion = “
-> on day 3 before administration of HD-cytabarine
cytarabinei.th.? day1
age-dependentdose: ‘
<1 year: 20mg; LP
1-<2 years: 26 mg;
2-<3 years: 34 mg; ; BMA _
>3 years: 40mg 1 1 | 1 | v
days
1 2 3 4 5 6 7

1 Reduced HD-cytarabine doses in infants (s24months).

2 Mitoxantrone: Different doses forinfants! Infants < 12 months or < 10kg body weight: dose according to body weight.
3There should be a 2—4-hour interval between the i.th. cytarabine administration and the beginning of the first HD-cytarabine
administration.
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MpoTtokon Al: HaunHaeTcAa vepe3 4 Hepenu nocne Havana AlE, B aHanmn3e KpPOBM: rpaHy/oOLMTOB
>1000/mKn, TpomboLnToB >80000/MK:

* yumTapabun 500 mr/m?/neHb ¢ 1-ro no 4-i1 aHu (96 Yacos);

" poapybuumH 7 Mr/m?, 8 3-uit v 5-bit A, B BUAE 1 4acosol nHPY3UK;

" MHTPaTeKaNbHO B 1-blh, 6-0M AHU: UMTapabuH,MeToTpeKcaT, NPeaHU30N0H MO BO3PACTHOM
[031POBKe (B Cxeme npuaaraetcs).

Mpumeyanue: npu LUHC umtatabuH, 6e3 BBEAEHNSA METOTPEKCAT M NPeAHN30/10Ha.

Al

cytarabine' 500mg/m¥d day1-4

- 500 mg/m? as a 24h infusion &\\\\\\\\\\\\\\\\\\\\

- 96h: fromday 1 (morning) until day 5 (morning)

idarubicin! 7 mg/im%d day 3,5 é é
240min infusion

cytarabine/ day 1

methotrexate/
prednisoloni.th.

age-dependentdose:

<fyear 1<2yrs 2<3yrs 23yrs
cytarabine 16mg 20mg 26mg 30mg
MTX 6mg 8mg 10mg 12mg
pred 4mg 6mg 8mg 10mg

L - -
o
=
>

' Differentdoses for infants! Infants < 12 months or < 10kg body
weight: dose according to body weight.

MpoToKon KoHconuaaumm hAM: HaumnHaeTcs yepes 4 Heaenu nocne Al/Al/2-CDA, B aHannse KpoBu:
rpanHysnoumTtos >1000/MKn, TpomboumTOB >80000/MK.

* ymTtapabuH 1 r1/m? Kaxaple 12 4acos B BMAe 3-4acoBoM WHOY3MM — Bcero 6 pas
(c 1-ro no 3-uit gHKn);

" MUTOKCAHTPOH 10 mr/m?/neHb 8 BuAe 30-MUHYTHOM MHOY3UK (B 3-Uit 1 4-bIlt HK);

" MHTPaTeKaNIbHO B 1-bl1 AeHb: uMTapabuH B Bo3pacTHOM ao3mposke: <1 roga 20 mr; 1-<2 roaa
26 mr; 2-3 roga 34 mr; >3 net 40 mr.

hAM

HD-cytarabine' 1 g/m? day 1-3 I I I I I I

every 12h: as 3h infusion
- 6 applications

AN

mitoxantrone210mg/im%d day 3, 4 g
.. . A

30min infusion

—> on day 3 before administration of HD-cytabarine

cytarabinei.th.? day 1

age-dependentdose: ‘ LP

<1 year: 20 mg;

1-<2years: 26 mg;

2-<3 years: 34 mg; t BMA

>3 years: 40mg 1 1 | | | | >

days
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MpoTokon uHTeHcudpurkaumm HAE: nonyyaloT BCe  NalUMeHTbl, Kpome noajexawmx K
annoTpaHcnanTauum, HaumHaetca Yepes 2-4 Heagenm nocne hAM, B aHanM3e KPOBU: rPaHy0UMTOB
>1000/mkn, TpomboLnToB >80000/MK. MPOTOKON MHTEHCUPUKALIMM ANUTCA 5 AHEN U BKAKOYAET:

" ymTapabuH 3 r1/mM? Kaxaple 12 4acos B BMAe 3-4acoBoM WHOY3MM — Bcero 6 pas
(c 1-ro no 3-ut gHn)

* 570M03MA 125 Mr/m%/aeHb B BUAE 60-MUHYTHOM MHBY3MM (BO 2-01, 3-Uit, 4-bIlA 1 5-bIit AHNK)

" MHTPaTeKaNbHO B 1-bl1 AeHb: uMTapabuH B Bo3pacTHOM ao3mposke: <1 roga 20 mr; 1-<2 roaa
26 mr; 2-3 roga 34 mr; >3 net 40 mr.

HAE

HD-cytarabine'! 3 g/m? day 1-3
every 12h: as 3h infusion I I I I I I
- 6 applications

etoposidphosphate’? 125mg/m%d day2,3,4,5

60min infusion

-> 6h before 3rd and 5th cytarabine infusion

cytarabinei.th.? day 1

age-dependentdose: * LP

<1 year: 20 mg;

1-<2years: 26 mg; ; BMA

2-<3 years: 34 mg; I T T T T T >
>3 years: 40mg 1 2 3 4 5 6 days

1 Reduced HD-cytarabine doses in infants (<24months).

Etoposidphosphate: infants < 12 months or < 10kg body weight: dese according to body weight.
2 The dose specificationindicates the dose of etoposide, 100 mg etoposide correlates to 113.6 etoposide-phosphate; labeling of
the study medication refers to the dose of etoposide (etopophos 100 mg).
3 There should be a 2—4-hour interval between the i.th. cytarabine administration and the beginning of the first HD-cytarabine
administration.

Mpu conyTcTyowem cuHapome NayHa: npn OMJ1 - MNMpotokon ML-DS 2006.

DOWN Syndrome ML 2006

Hypeo 1 Hypc 2 Hypc 3 Hype 4
AIE Al haM HA
! ! | '
¥
T ¥ + ¥ *
KRN
Aenel HAzap 18 Dk 4258 “HR
MFS WIS MEE MEE

AnnoreHHasa TCK npu M4-M7 BapuaHTax Npu NepBMYHOM PEMUCCUM M MPU OCTaSIbHbIX CAy4Yaax
peungmsax OMJ1 oT poacTtBeHHOro goHopa: annoreHHasa TCK oT HLA-MAeHTUYHbBIX 4OHOPOB CEMbM
NN HEPOACTBEHHOMO AOHOPA.
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ConpoBoauTeNbHble MEPONPUATUA NPU IeHEHUMN BO/IbHBIX C OCTPbIM JIEMKO30M

MNepeyeHb OCHOBHbIX NeKapCTBEHHbIX CpeacTs

AHTUHeonnacTUYecKMe 1 UMMYHOCYNPECCUBHbIE IeKapCTBEHHbIe CpeaCcTBa:

= fayHopybuumH 20 mMr, MopowoK AMOGUAM3MPOBAHHBLIA ANA NPUTrOTOBAEHMA BHYTPMBEHHOTO
MHDBEKLMOHHOTO pPacTBopa;

" IMNOCOMaAJIbHLIN AayHopybuumH 50 mr, NOpowoK AMoGUAN3NPOBAHHbIA A8 NMPUrOTOBAEHUSA
BHYTPMBEHHOIO MHBEKLMOHHOTO PacTBOpa;

= umtapabuH 100 mr, NOPOLWOK ANA NPUTOTOBNEHNA MHBEKLMOHHOIO PacTBopa A1 BHYTPMBEHHOTO
BBeAEHMA, SHA0NOMBANbHOTO BBEAEHMA, C PACTBOPUTENEM;

= pgutapabmuH 1000 MmMr, nNOPOWOK AN8 NPUrOTOBAEHUS WMHBEKLUMOHHOrO pacTtBopa AN
BHYTPMBEHHOIO BBEAEHMS;

= 3710n03nA 100 Mr/5 mA, pacTBOP MHBEKLMOHHbIN ANA BHYTPUBEHHbIX BBEAEHUN;

= K1aapubuH, pacTBop 418 MHbeKunin 10 mr/10 mn;

" MWUTOKCAHTPOH, KOHLEHTpaT An4 npurotoBneHus pacrsopa 10 mr 8 5 mn, 20 mr/10 mn,
25 mr/12,5 mn, 30 mr/15 mn;

= paapybuumH 5 mr, pacTBop 414 BHYTPMBEHHbIX BBEAEHWN;

= meToTpekcat 10 Mr, paCcTBOP MHBEKLMOHHbBIM ANA MHTPATEKA/IbHOrO BBEAEHNS;

" NpeaHU30/I0H, PAcTBOP AN MHbeKUMn 30 Mr;

= mepKanTtonypuH 50 mr B TabneTkax;

= TuoryaHuH 40 mr B TabneTkax;

= TpeTnoHuH 10 mr B Kancynax.

MNoapepKuBatoLwan Tepanua ¢ NpodunakTMkoin noparkeHna LIHC:

" mepkanTanypuH 40 mr/m%/aeHs nepopanbHo B Tederure 1 roaa.

* ynTapabuH 40 mr/m?/aeHb NOAKOXKHO 4 AHA NOAPAL, Kaxable 28 AHel, B TedeHue 1 roaa.

" MHTPATeKaNbHO: UWTapabuH, MeTOoTpeKcaT, npeaHM30N0H MO  BO3PACTHOW  A03MpPOBKe
(B cxeme npunaraetcsa), B 1-bii, 15-bii, 29-bii, 43-1iA AHW.

MpumevaHue: npm noparkeHnn LLHC nHTpaTekanbHo umTapabuH B BO3PaCTHOM A03MPOBKe 4 Heaenu.

Maintenance
thioguanine40mg/m* p.o. daily
in the evening, 2h after dinner | g |
Cytarabine 40 mgin*s.c. day1,2,3,4 1 m m $

every 4 weeks

| | | |
cytarabine/ day 1,15, 29,43
methotrexate/ mmmrmmmrrmnTl&Tm’ 1year
prednisoloni.th. 1 29 57 days
= every 14 days within the first 8 weeks
=2in total 4 times

age-dependentdose:

<fyear 1<2yrs 2<3yrs z3yrs
cytarabine 16mg 20mg 26mg 30mg
MTX 6mg 8mg 10mg 12mg
pred 4mg 6mg 8mg 10mg

CNS irradiation is only intended for patients with primary CNS involvement and is carried out 4 weeks after completion of the intensive treatment. During
iradiation i.th. is only carried out with cytarabine in age-dependentdoses. (<1 year: 20 mg; 1-<2 years: 26mg; 2-=3 years: 34mg; >3 years: 40mg).

In case of a body weight =10 kg and/or < 12 months, calculate dose according to weight as follows: [weight (kg) x dose (per m?)] /30.

AML-BFM study group; version 03/2019

Mpu peungmnsax OM/1 npoTnBopeLMANBHbLIA NPOTOKOAN COCTOALLMN U3 UHAYKUMA 2-U pemuccum FLAI
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MNpenapaTsl [OHV BBEAEHMA [03a, KpaTHOCTb, METOA, BBEAEHME
®nynapabut 1-5 30 mr/m? 1 pas B cyTKM UHPY3Men 1y
2000 Mr/m? 2-4acoBoi UHPy3Men Kaaple 24 u; cTapT Yyepes 4 4

Ara-C 1-5

OT Havana uHoysumn dayaapabuHa
NoapybunumH 1,3,5 12 mr/m? 60-muHyTHO MHY3Mel nepen Ara-C
Ara-C 1 NHTpaTeKkabHO B BO3PACTHOM A03MPOBKE

KoHconnpauus 2-1 pemuccun FLA

MNpenapaTsl [OHV BBEAEHMA [03a, KpaTHOCTb, METOA, BBEAEHME
®nynapabut 1-5 30 mr/m% 1 pas B cyTKM nHPy3Men 1y

2000 Mr/m? 2-4acoBoi UHPy3Men Kaaple 24 u; cTapT Yepes 4 4
OT Havana uHoysum dayaapabuHa

Ara-C 1 NHTpaTeKkabHO B BO3PACTHOM A03MPOBKE

Ara-C 1-5

KoHconnpauus 2-1 pemuccum iAE

MNpenapaTsl [OHV BBEAEHMA [03a, KpaTHOCTb, METOA, BBEAEHME
Ara-C 1-5 500 Mr/m? B CyTOUHOM MHbY3Men

Stono3ung, 1-5 100 mr/m? B cyTKM 1-uyacosoit nHy3Meit

Ara-C 1 NHTpaTeKkabHO B BO3PACTHOMN A03MPOBKE

Mpu M3 BapuaHTe OM/JI, B TOM Yncne Npu conycTaytolem cuHapome [ayHa:

ATO+ATPA+XT (apCEHNKYM TPMOKCUA+TPAHCPETUHOEBAA KMCNOTa+XMMUATEPANUA)

APL-BFM recommendations standard-risk
FAB M3 (excluding ZBTB16-RARA and STAT5B-RARA) and WBC < 10 000/l

induction maintenance
2 weeks 4 weeks total 4x ATO
[ am 53[0 ] % s o
from day 2—6 to day 42 4 weexs 4 weeks
[ARA | | amRa | [ ATRA | | ATRA | [ ATRA | | ATRA | g total 7x ATRA
day 1-14 day 21-42 day 56-70 day 84-98 day 112-126 day 140-154 following CR
BMA A A A 'y A g A
ith.! L) t L Li t L 1
MRD MRD MRD MRD MRD MRD monitoring from BM before the
day 1 28 56 84 112 4th ATO course and after the 5th
CR? o5 ATO course (= end of therapy)
molecular remission® afterwords from blood for 12 month
{min. every 3-month)
In case of symptoms of differentiation syndrome immediately start d hason 10 to 15mg

ATRA: all trans-retinoid acid 25mg/m?/day oral divided in 2 doses for 14 days, followed by a break of 14 days, in total 7x following CR
(exception 2. ATRA course! With only 7 days break and then 21 days ATRA).

ATO: arsentrioxid 0.15 mg/kg/day i v ; 1-2h starting at day 2-6 until day 42 resp. morph. CR _ After 2 weeks break: 4 cycles with ATO:
Monday-Friday 0.15 mg/kg/day i v for 4 weeks — 4 weeks break. ECG control at start of each ATO cycle

Concomitant prednison/prednisolon 0.5 mg/kg day 1-day 15 as prophylaxis of the differentiation syndrome

'1th. starting day 10, followed by day 28 and then every 4 weeks until day 112. After day 112 together with the respectve BMAs. (=in
total 7x)

2 If NR at day 56 < consultation with the AML-BFM reference center to plan a control BMA

3 If PML/RARA remains positive = perform another cycle. If still positive additional therapy is required. Consultation with the AML-BFM
reference center

CR: complete remission; MRD: minimal residual disease, BMA: bone marrow aspiration; ith.: intrathecal cytarabine age-dependent

AML-BFM study group; version 03/2019
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APL-BFM recommendations standard-risk
FAB M3 (excluding ZBTB16-RARA and STAT5B-RARA) and WBC < 10 000/ul

ATRA + ATO initial cycle

ATO 0,15 mg/kg/d day 2 (latest 6)-42

on v I ATO (36-) 40 days |
ATRA 25 mg/m?/d day 1-14, day 21-42

orally, divided in two single doses | ATRA 14 days | | ATRA 21 days |
cytarabine i.th. day 10, 28

age-dependent dose: ‘ LP ‘ LP

<1 year. 20 my,
1-<2 years: 26 mg;

2-23 years 34 mg, ’ BMA ’ BMA
>3years: 40 mg L L1 1 1 1 1 -
1 7 10 14 22 28 35 42
Supportive treatment: days
Concomitant prednison/prednisolon 0.5 mg/kg day 1-day 15 as prophylaxis of the differentiation syndrome

If WBC >5,000/ul start with hydroxyurea (2x20-40mg/kg/day)
If WBC>10,000/pl: add cytarabine (40mg/m?/day).

;

AML-BFM study group; version 03/2019

APL-BFM recommendations

Maintenance therapy

ATRA + ATO subsequent cycles

ATO 0,15 mglkg/d day 1-28 I ATO I
1h iv.daily from Monday till Friday

orally, divided in two single doses day 2842 ARG S i Gy

cytarabine i.th. day 1, 28

age-dependent dose: ‘ LP ‘ LP

<1 year: 20 mg;

1-<2 years. 26 my, ? BMA f BMA

2-<3 years . 34 myg, 1 ] 1 1 ] >
>3 years 40 mg 1 7 14 21 28 35 42

days

MNepeyeHb AONONHUTENBHbLIX NEKAaPCTBEHHbIX CPeacTB

JlekapcTBeHHble cpeacTsa, ocnabasaiome TOKCMYECKoe AeACTBUE NPOTUBOONYXONEBbIX NPENapaTos:
" OHAAHCETPOH, PACTBOP AN UHBEKLMI 8 MI/4 M, TaBNETKN 8 MT;

= TPOMUCETPOH, PacTBOP A1 B/B UHBEKLMI 5 MI/5 MA, Kancyabl N0 5 mr;

" Tpamagon Ans B/B BeaeHus 5% 1 mn, Tpamaaon Tabnetka ana npuema BHyTpb 50 mr;

= dMArpacTUM pacTBop 419 UHbEKUMIM 0,3 Mr/MA, 3aperncTpmpoBaH;

= NEeKCaMeTa3OH Kanau rnasHble.

AHTNDaKTepManbHble cpeacTsa:

" A3UTPOMULMH, TabneTka/Kancyna, 500 mr; NOPOLLIOK NMOGUANIUPOBAHHBIN A4 NPUTOTOBNEHMA
pactsopa Ana 8/8 HPy3uit, 500 mr;

" aMMKALMH, MOPOLIOK AN UHbeKUMA, 500 Mr/2 MA UK NOPOLIOK AN NPUrOTOBAEHMSA pPacTBopa
Ana uHbekumn, 0,5 ;

" AMOKCULMANMH/KNaBYNaHOBasA KUCNOTa, TabneTka, NokpbiTaa naeHouHon obonoyko, 1000 mr;
NOPOLLOK A4/19 NPUTOTOBAEHMA pacTBopa ANA B/B 1 B/M BBeAeHMs 600 mr;

" BAHKOMMLMH, MOPOLLOK/NMOPUAN3AT A8 NPUTOTOBAEHMS pacTBopa AN B/8 BBeAeHMs 500 mr;
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" reHTaMWULMH, PAacTBOP ANA MHBEKLUMI 80Mr/2mn 2mn;

" MMUNMHEM, UMAACTaTUH NOPOLLIOK AN NPUrOTOBAEHMA pacTBopa Ana UHdy3uit, 500 mr/500 mr;

= neBodOKCaLMH, pacTBop A1a HPY3uin 500 mr/100 mn; TabneTtka 500 mr;

= MnpodoKcaLmH, pactBop 414 8/8 BBeAeHmns 100mr/10 mn.

" IMHEe301M4, PAacTBOP ANA UHOY3NI 2 Mr/MA;

= meponeHem, AMOOMAN3AT/MOPOLIOK ANA MPUrOTOBNEHWUA pacTBopa A48 MHbekuui 500 mr,
1000 mr;

= odioKcaumH, Tabnetka, 400 mr; pactsop ans nHdysuin 200 mr/100 mn;

" nunepaumNamH, Ta3ob6aKTam NOPOLIOK AN1A NPUTOTOBNEHMA PACcTBOPA ANA MHBEKLUMN 4,5 T;

" TUKAPUMANMH/KNABYNAHOBAA KMCNOTa, MOPOLWOK NMOPUAMIMPOBAHHBIA ANA MNPUrOTOBAEHUS
pactsopa Ans nHdysmim 3000 mr/200 mr;

= Ledennm, NOPOLLOK A8 NPUIrOTOBAEHMA pacTBopa A1a UHbekumin 500 mr, 1000 mr;

= LedonepasoH+cybbakTam, NOPOLLOK A4 NPUTrOTOBIEHMA PAaCTBOPA ANA MHbEKLUMN 2:

= MnpodoKcaLmH, pactBop A41a Hysuin 200 mr/100 ma, 100 ma; 500 mr;

" 3pUTPOMULIMH, TabneTka 250 mr.

= 3pTaneHem AModUAN3aT, ANA NPUTOTOBNEHSA PacTBOpPa A1 B/B M B/M MHBKUMM 1 T

= LedTpMaKCOH, NOPOWOK NMOPUNN3MPOBAHHBIM AN NMPUTOTOBNAEHUA MHBEKLMOHHOIO pacTBopa
nnq 8/8 BeeaeHUs 250 mr;

" HEeTUAMULMH, PacTBOP 419 MHbeKUMK 50 mr, 2 Mn 414 B/B BBeAEHUS;

* LedTasmamm, MNOPOLWOK ANA MNPUTOTOBAEHWA MHBEKLUMOHHOro pacTBopa Ans B/B BBeAeHMA
1000 mr;

= MeTPOHMAAa30A, pacTeop Ans 8/8 MHPY3nin 100 ma — 500Mmr, Tabnetkun 25 Omr;

MpoTMBOrpnBKOBbLIE IEKAPCTBEHHbIE CPEACTBa:
= amdoTepuumMH B, AModMAM3MPOBAHHDBIK MOPOLLIOK A8 NPUTOTOBAEHWUA PAcTBOPA 414 UHBEKLM,

50 mr/dnakoH;

= BOPMKOHA30/, NOPOLIOK 418 NPUrOTOBAEHMA pacTBopa Ans nHby3uin 200 mr/dnakoH; TabneTka,
50 mr;

" yTpakoHa30/, Kancynbl 100 mr;

= KacnodyHruH, (ModmMan3aT ansa NPUroToBAEHUS pacTBopa 418 MHPY3uii 50 mr;

" MKaPYHIMH, NOPOLWOK NMODUANZNPOBAHHBIM A8 NPUTOTOBAEHMA PacTBOPa AN MHbeKUWIA 50 mr;
=  $yKoHason, Kancyna/Tabnetka 150 mr; pactsop ana nHpysuin 200 mr/100 mn;

® N03aKOHa30/, PacTBOP ANA NPUEMA BHYTPb.

MNpOTUBOBUPYCHbIE NEKApCTBEHHbIe CpeacTBa:
" QUMKNOBMP, KPEM AONA HapyKHOro npumeHeHua 5%-5,0; Tabnetka 200 mr; Nopowok Ans

NPUroTOBAEHWUA pacTBOpa AN1a UHPY3MIA, 250 mr;

" [aHUWKNOBUP, NMOodUAM3AT A8 NPUTrOTOBAEHMA pacTBopa Ans MHy3ni 500 mr;

= 0ceNbTaMMBUP, MOPOLLIOK A/ MPUTOTOBAEHMUS CYyCNeH3nn Ana Npuema BHyTpb 12 mr/mn
JNekapcTBeHHble cpeacTBa, NPUMEHAEMbIe NPU NHEBMOLUCTO3E:

® cyNbGaMeToKCa3oN/TPUMETONPUM, KOHLUEHTPAT ANA MNPUroTOBAEHMA pacTBopa Ana MHOy3Ui
(80mr+16mr)/mn, 5 mn; Tabnetka 480 mr;

JononHuTenbHble UMMYHOCYNPECCUBHbIE NEKapCTBEHHble cpeacTBa:

= eKcamMeTasOoH, PacTBOP 419 UHbeKUMU 4 mr/mn 1 mn;

" MpeaHW30/10H, PacTBOP ANA MHbeKUMI 30 mr/mn 1 mn; Tabnetka, 5 mr;

" UMMYHOMNOBYMH YenoBedyecknin 1gG, pacTBop Ana BHyTpuBeHHOro seeaeHus 10% 2 r/20mn u
5 r/50mn;
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PacTBopbl, NpUMeHAeMble ONA KOppeKUUU HapyweHUW BOAHOro, SNEKTPOAUTHOrO U KUCNOTHO-
OCHOBHOro 6anaHca, napeHTepanbHOro NUTaHMA:

= anbbyMmuH, pacteop ansa nHdysnm 10 % - 100 mn, 20 % - 100 mn;

= BOAA A/19 MHBEKLUMN, PAacTBOP A8 MHbEKLUMA 5 MA;

= [eKCTPOo3a, pacteop Ana uHoy3min 5% - 250 ma, 500 mn;

= [eKCTPO3a, pacTBop Ana uHbekumin 40% - 10 mn, 20 mn;

= Ka/MA X10pUA, PacTBOP 4719 BHYTPUBEHHOTO BBeAeHuns 40 mr/mn, 10 mn.

" Ka/bLUMA [JIIOKOHAT, pacTBOp A1a UHbeKunin 10%, 5 mn;

" Ka/bUMA X10pUa, PacTBOp A1a UHbeKkumin 10% 5mn;

= MmarHma cynbdat, pacTBop ANA MHbEKLUMN 25% 5 mn;

" MaHHMTOA, PACTBOpP ANA UHbeKUNn 15%-200,0;

"  HATpUWA Xxn0pua, pactsop ana nHoysmin 0,9% - 250 ma, 500 mn;

" HaTPWA XA0pUA, Kanma XA0pui, HaTPUM YKCYCHOKMCAbIM pacTBOp AnA WHOY3MM BO dakoHe
200 mn, 400 mn;

" HATPWA XN0pUA, Kaaua XJI0pua, HaTpuaA aueTaT pacTBop A1a uHy3uin 200 mn, 400 mn;

= HaTPKWA XN0pUA, Kanma xJopua, HaTpua rmapokapboHaT pacteop ana nHoysmin 400 mn;

® |[-anaHuH, L-apruHuH, rAnumH, L-ructnami, L-usonenumH, L-neiumH, L-nM3mHa rugpoxnopua,
L-meTMOoHWH, L-beHnnanaHuH, L-npoaunH, L-cepuH, L-TpeoHuH, L-TpuntodaH, L-Tnpo3unH, L-BanuH,
HaTpMA aueTaT TPUTMAPAT, HaTpuA ranuepodocdaTa NEHTUTMAPAT, KaMA XN0PUA, MArHUA Xa1opua,
rekcarmapart, [oKO3a, KanbUma Xaopua, OMrnapaT, OAMBKOBOro M 60608 COeBbiX Macen CMech
IMYNbCUA A/MHD.: KOHTEeMHEPbI TPeXKamepHble 2 11;

" TMAPOKCUITUAKPAXMAN (NEHTAKPaxman), pactBop 418 HPy3min 6% 500 mn;

=  KOMMAEKC aMUHOKMCAOT, 3IMyNbCUA ANA MHOY3MA, coaeprKalllaa CMeCb OIMBKOBOrO M COEBOrO
macen B cooTHoweHun 80:20, paCcTBOP aMMHOKMCAOT C 3NEKTPOAMTaMM, PacTBOP AEKCTPO3bl, C
obuwen kanopuiHoctbto 1800 KKkan 1 500 ma TpexceKUMOHHbIM KOHTENHEP;

= HyTpukomn™* 500 M/ B KOHTENHEPAX.

JNleKkapcTBeHHble cpeaCcTBa, BAUAIOLLME HA CBEPTLIBAIOLLYIO CUCTEMY KPOBU:

" renapwviH, pactBop ANa MHbekumin 5000 ME/mn - 5 mn, reas 8 Tybe 100000 EA 50 T.
= rybKa remocTaTnMyeckas, paamep 7*¥5*1;

= rybKa remocTaTMYecKas paccacbiBatowancs, paamep 8*3.

[pyrne nekapcrseHHble cpeacTea:

" POCTOW MHCY/IMH, PAacTBOP A8 B/B BBEAEHMS;

" A/IIOMUHUA TMAPOKCUMAA+MATHNA TMAPOKCUA, AN NPUEMA BHYTPb;
" ackopbMHOBasA KMCNOTA, PacTBOp A/14 B/B BBeAeHWA 5% 2 MA;

" punpatponus bpomuma+PeHoTePO, PacTBOP A4 UHTANALUN;

" MUPWAOKCUH, PACTBOP AN B/B BBeAeHMA 50 mr;

= feKkcameTasoH, Kanau rnasHbie 0,1% 8 mn;

= JueTasonamma, Tabnetku Ans npuema BHyTpPb;

= anknodeHak, TabneTkn 25 mr a5 npuema BHyTPb;

= 3Tam3nnaT, TabneTkn Ana Npuema BHyTpPb;

" 3TamM3unaT, 415 B/B BBEAEHMA 2 M;

= LEeTUPU3NH, CMPON ANA NPUEMA BHYTPb;

= Kantonpun, Tabnetka 12,5 mr;

= pamotnamH, 10 mr ans B/8 BBEAEHMUA;

= KeTonpodeH, pacTBop Ana nHbekumin 100 mr/2 mn, Tabnetkn 100 Mr Ans Nnpuema BHyTpb;
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= JaKTyn03a, cMpon 667 r/n no 500 mn;

" MAOKAMH, PacTBOP AN MHBEKLUMIA, 2% No 2 M,

= MEeTPOHMAA30/, refib cTtomaTonornyecknin 20,

= omenpaso”, Kancyna 20 mr, NOPOWOK AMOGUNN3MPOBAHHBIN ANA NPUTOTOBAEHUA pacTBopa ANA
nHbekumn 40 mr;

" [AHTONPO30/, ANA npruema BHyTpb 20 mr;

= auetoMmmnHodeH, Tabnetka ans npuema BHyTpb 200 mr;

" NOBWAOH—MOA, PACTBOP A1A HAPYXKHOro npumeHerHua 1 n;

= canbbyTamon, pacTeop Ans Hebynansepa 5 mr/mn-20 mn;

®  CNWUPOHONAKTOH, Kancyna 100 mr;

= X/IOpPONUpPaMmH, Tabnetku;

= Tpamagon, pactsop 418 MHbekunin 100 Mr/2 ma — nocne perncrpaumu;
= Tpamagnon, Tabnetkun 50 mr;

= ¢dypocemuna, pacTBop ANA MHBbEKUMIA 1% 2 mn, TabneTku;

= xnoprekcnamH, pacteop 0,05% 100 mn;

= X/I0PONUPaMUH, PAaCTBOP ANA UHBbeKUMI 20 mr/mn 1 mn;

= MmeToKAoNpammna, TabneTkn ana npuema BHyTPb;

= annonypuHon, Tabnetkm ana npnema BHyTpb 100 mr;

= 4% HaTpuAa rmapokapboHaT, pacTeop Ans B/8 BBeaeHMs 200 mn;
= MEeTaMM30J HaTpuA, A8 BHYTpMBEHHOrO BBeAeHUA 50% 1 mn;

= AndbeHrnapamuH, 4n8 BHyTPUBEHHOIo BBeAeHns 10mr/1 ma.
Xupypruyeckoe BMeLLATeNbCTBO: HeT.

MNocTaHOBKa NOPT-CUCTEMB

MoKasaHuA: Npu NpoBeAeHNM MHOTOKPATHOM MHAY3MOHHOM XMMMOTEPanun C LLeAblo NOCTOAHHOIO
[0CTyNa K LeHTpabHOM BeHe. He TpebyeT NoCcToAHHOM KaTeTepmnsaLmm LeHTPaIbHON BEHbI (KOTopas
MMEET PAL, OCNONKHEHWNI, B T.4. MHEBMO-TEMOTOPAKC, MYHKLMA apTEPUN, MHDEKLMOHHbIE OCNIOKHEHMA
nap.).

MpOTMBONOKAa3aHUA: oblimMe ANA NpoBeAeHMA OnepaTMBHOrO BMelaTeNbCTBa B UE/IOM  Aauu
HapKo3a, MHOEKLMOHHbIE NpoLLecchbl B 061aCTN YCTAaHOBKM MOPT-CUCTEMbI.

MeTog, npoBeaeHua: noa obwmm obesbonmBaHMeM B acENTUYECKMX YCNOBMAX, Nocie 0bpaboTkm
OMNepPaLMOHHOro NoA, BbINMOAHAIT YKO U0 B LLEHTPA/IbHYIO BEHY, 3aTEM B UMy 3aBOAAT TOHKMI
MEeTaNINYECKMIA NPOBOAHMK, MO KOTOPOMY BBOAAT CNeLmasibHbii KaTeTep. BbinonHAOT HebobLLIOoR
pa3pe3 KOXM WM YCTaHaBAMBAIOT MOPT NMOA KOXKY, 3aTEM COEAMHSAIOT NOPT U YCTAaHOB/EHHbIV B BEHY
KaTeTep. Pa3pes ylwnBatoT HECKONbKMMM KOCMETUYECKMMM IBAMM.

[lpyrve BUAbl NeYEeHUA: HeT.

MoKasaHWA ANA KOHCYNbTaLMU CNELMaNNUCTOB:
" KOHCY/IbTaluA NCMX0N0ra — Ha 3Tane NoAAePKMBaloLWEeN Tepanum 1 No NoKasaHUam;

= KOHCY/bTalLMA paZMosiora — Ha aTane npoBeAeHNs ly4eBon Tepanuu;
" KOHCY/bTalMA HEBPOMATOI0ra — NPY NOA03PEHUN HA HEMPONENKO3, APYrYO NAaTONOTMI0 HEPBHOM
CUCTEMBI.

MokasaHuA ANsA Nnepesoaa B OTAENEHNE UHTEHCMBHOM TEPanun U peaHUMaLuu:
" yrHeTeHue CO3HaHus;
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" pe3Koe HapyleHWe KM3HEHHO BaXKHbIX QYHKUMIA: reMOAMHAMMKM, AbIXaHWA, TNOTaHWA, BHe
33aBMCMMOCTM OT COCTOAHMA CO3HAHMS;

" CYAOPOXKHbIN CUHAPOM;

= pa3ssutme OlMH npm cnHApOMeE OCTROro AM3KMCa ONYXOu;

" HeKynupyembl reMopparmyeckmii CUHAPOM.

NHauKaTopbl 3GPEKTUBHOCTU NEUEHUA:

= OTBET Ha Tepanuio Nnocse NPOTOKoa UHAYKLUMN — KONMYecTBO 61aCTOB B MUEIOrpammMme MeHee
5%;

" 1eTaNbHOCTb (Ha MHAYKLUUN, B PEMUCCUN);

" KO/IMYECTBO MHPEKLUMOHHbBIX OCONKHEHWI;

" KO/IMYECTBO reMOopPpParnYecknx OCA0MKHEHUI;

" KO/IMYECTBO reMoTPaHCHY3MOHHbBIX OCNONKHEHWN;

"  KO/IMYECTBO OC/IOKHEHWNI OT AMArHOCTUYECKMX NPOLEayp.

NanbHelwee sBegeHne
JlekapcTBeHHble NpenapaTsl U cxeMbl Npu nposeaeHuu MT.

[lo3bl NpenapaToB noabupatoTcs MHAMBUAYANbHO. OPUEHTUPOM ANA MOAMDUKALMKU O03bl CAYKUT
YPOBEHb /IEMKOLMTOB, OTPa)KaloWMA CUCTEMHYIO 3KCMo3WuUMio K npenapaTty. CraHaapTHOM
pekoMeHaaumeln sBAseTcA noaaepskaHue abCcoMloTHOrO 4ucna  JIEMKOUMTOB B AManasoHe
2,0-3,0 x10°/n. Cnepyer wusberaTb Ype3MEPHO WHTEHCUBHOM Tepanuu, MNpUBOAALEN K
MMENOoCYNpPeccum 1, Kak cCNeAcTBue, K nepepbiBam B Tepanumu.

[ocne OKOHYaHWA WHTEHCMBHOIO Kypca MNOAUXMMWUOTEPANMM MNPOBOAMTCA MNOAAEPMKMBAIOLLAA
Tepanua B TeyeHme 12 mecaues.

Cxema noaaepusatolleit Tepanum npu OJ1 (Ha naowaas Tena 1 m2):

" mepkanTonypuH 50 mMr/m? exkeHeBHO BHYTPb: [JaBaTb €XeHEeBHO Opa/ibHO OAMH pa3 B AeHb
oaHoW ao3or Bevyepom B 18.00 (Ha ronoAHbIM Kenyaok: 3a 1 yac 4o eapl UM Yepes 2 yaca nocne
enpl) B 3aBMCMMOCTM OT YPOBHA NIEMKOLIMTOB. BMecTe ¢ MOIOKOM He AaBaTb, 3anNnBaTb KUMAYEHON
BOJOMN.

* ynTapabuH 40 mr/m?/aeHb Mo YeTbipe OHA O4MH Pa3 B MeCAL, MOAKOMKHO.

" mepkanTonypuH (tabnetku no 50,0 mr) 50 mr/m? = X mr.

YpoBeHb % no3bl flosa
N MepKanTonypuHa TabneTku
NelKoLUTOoB MepKanTonypuHa )
Ha M
Menee 1,0 x 10%/n 0% mr rie Aasatb,
OTMeHa npenapaTa
1,1-2,0x10°/n 50 % M Tab.
2,1-3,0x10°/n 100 % M Tab.
Bonee 3,1 x 10°/n 10 150 % M Tab.

MNoanepkmBatollee nevyeHne NpoBoAMTCA B aMmbynaTOpPHbIX YCI0BUAX. BO Bpema noaaeprKuBatoLLein
Tepanun HeobXOAMMO KOHTPO/bHOE obcnefoBaHME Kaxaple 3 mecaua, KOTopoe NpoBOAMTCA B
3aBUCMMOCTM OT COCTOSIHMA BONBHOIO B ambynaTOPHbIX UAW CTALMOHAPHbIX YCA0BMAX. MpW Hann4mm
anaasnm KPOBETBOPEHMA C UHOEKLMOHHBIMW UM FEMOPPArMYecKMMM OCIOKHEHUAMM OUTENIBHOCTb
rocnuTanusaunm yaaunHaetca 6onee 7 AHeM M NpoOBOAMUTCS COOTBETCTBYHOLLAA CMMMNTOMATUYECKan
Tepanwms.

MepepacyéT naowaam Tena HeobxoAMMO NPOU3BOANTL KaxKable 3 MecALa.
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O6bem u yactoTa obcnenosaHus aeteit ¢ OJ1 8 pemuccuu
(amcnaHcepwusauusn aeteii ¢ OJ1, NpoBOAMMARA NO MECTY XUTENbCTBA)

MNepnoasl pemuccum (mec)

1-6 mec 6-12 mec 12-24 mec 24-36 mec Bonee 60 mec
KOHTPONIbHbIN 1 pas B mec lpaze3mec 1pass3mec 1pa3Bsb6mec 1 pasBrog
OCMOTp remaTonora
OAK 1paszs2Hen. 1pa3ss2Hea. lpasemec.  1lpass3mec. 1passbmec.
NenkounTsl 1 pa3 B Hep, 1 pa3 B Hep, 1 pa3 B Hen, - -
Buoxnmmnueckui
1 pas B mec 1 pas B mec 1 pas B mec 1 pas B 6 mec 1 pasBrog
aHanu3 Kposu
OAM 1 pa3 B mec lpazs3mec 1paszs3mec. 1pa3sb6mec 1 pasBrog
Y3U 6ptoliHoM
1 3 1 3 1 6 1 1

O10CTH pa3 B 3 mec pa3 B 3 mec pa3 B 6 mec pas3 B rofg pas3 B rofg
JKI 1 pa3 B mec 1pazB3mec 1pazsb6mec 1pa3s6mec* nonokasaHMAm
Y3W cepaua 1 pa3 B 3 Mec Mo NOKa3aHWAM - - -
HBsAg v anti/HCV lpazs3mec 1pazs3mec @ 1passb6mec Mo NOKa3aHMAM
HesponaTonor 1 pasBrog - 1 pasBrog 1 pa3zBrog
Kapguonor 1 pasBrog 1 pasBrog 1 pasBrog 1 pasBrog 1 pasBrog
Okynucr 1 pasBrog 1 pasBrog 1 pasBrog 1 pasBrog 1 pasBrog
Mecuxonor lpazs6mec 1pa3Bs6mec 1passrog Mo MNOKa3aHMAM
SHAOKPUHONOT 1 pasBrog 1 pasBrog 1 pasBrog 1 pasBrog NO NOKa3aHUAM
MMMYHHbIN CTaTyC 1 pa3 B 6 mec 1lpassbmec 1passrog Mo NOKa3aHMAM
MNUP, NPA Ha

Mo NOKa3aHMAM
renaTuThbl
Muenorpamma Mo MNOKa3aHMAM
NiombanbHas

Mo NOKa3aHMAM
NYHKUMA

R-rp. opraHos

N Mo NoKa3aHMAM
rPYAHOM KNETKM

Llenbto obecneyeHma NpeemcTBEHHOCT M MPaBM/IbHOTO 3TAMHOIO IeYeHUA NPu BbiNncKe pebeHKa 13
H6ONbHULbLI B PANOHHYIO MOAMKAMHUKY AOO/KHO HAMNpPaBAATbCA MeAMLMHCKOE 3aK/oueHne ¢
yKaszaHuem dopmbl 3ab0neBaHNsA, NPOBEAEHHOrO M PEKOMEHAYEMOro eYeHNs, reMaToIorMUYecKmnx
[aHHbIX, OTPaXKaloLWMX ANHAMUKY 3aboneBaHua (reMorpaMmbl U MUENOTPAaMMbl, MOJlyYeHHble Npu
NOCTYMNAEHUN B CTALMOHAP M nepes BbINUCKOM). NMONNKANHUYECKOe NeYeHne AeTen, CTpaaatomx
IEKO30M, [I0/IKHO TMPOBOAUTLCA C MPUMMEHEHMEM BCEro Heobxoaumoro obbema nedyebHbIX
MeponpuAatTuiA (UMToCcTaTUYecKMe npenapaTbl, CMMNTOMATUYECKMe CPeacTBa) Mnogd, MOCTOSHHbIM
KOHTPO/IEM /IeYalllero Bpaya, 3aBeaytoLlero oTae eHnem 1 Bpada-remaTosiora.

Co aHA yctaHosseHua amarHo3a OJ1 pebeHky Heobxoanmo odopmMnTb Nocobue nNo MHBaANAHOCTU.
Ob6nacTHble AeNapTamMeHTbl 34PaBOOXPAHEHMA A0MKHbI 0becrneymBaTb NpaBo HecnnaTHOro Npoesaa
BO BCEX BUAAX TPAHCMopTa 60/bHOMY M CONMPOBOXKAAOWEMY NLY A0 MECTA CTALUMOHAPHOTO IeYEHMA
n HabnogeHus. Heobxogumo cTporoe cobntogeHne rapaHTMPOBAHHOTO npaBa OH0/bHbIX
OHKOMaToNOorMel Ha becnaaTHoe eYeHne C NPeAoCTaBAEHNEM B MONMKAMHUKE MO MECTY KUTENbCTBA
H6ecnnaTHOro peuenTa Ha I0POrocToALLME UMTOCTAaTMYECKME NpenapaTbl NoAAEPKUBAIOLLEN Tepanmm

Bonpocbl OXPaHWTENbHOrO peXKMMa SBAAOTCA OAHWM M3 Ba’KHEMLUMX 3BEHbEB B OPraHuM3auum
ambynaTopHOro JiedeHns U amcnaHcepmsaummn aeten, 6o0MbHbIX NeMKo3om. VIMm NpoTMBOMNOKa3aHbl
nHconsauma, YBY-tepanusa, ropaume BaHHbI U Apyrue Tenaosble, dusnonpoueaypsbi.
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TakMm [OeTAM NPOTMBOMOKA3aHO MPUMEHEHWe C ne4ebHOM LeNblo NeKapCTBEHHbIX CPeACTB,
obnagarowmx nNobOYHbIM AENCTBMEM Ha KPOBETBOPEHME, CBEPTLIBAIOLLYID CUCTEMY KPOBWU
(HecTepouaHble MPOTMBOBOCMNANMTE/bHbIE MpPenapatbl, AHTUKOATYAAHTbl, BUOCTUMYAATOPLI);
dunsnyeckmne, ymcTBeHHble nepeytomaeHna. MpodunakTMYeckne MNPUBMBKM ITOMY KOHTUHIEHTY
OeTel cnefyeT NpoBOAWTb TOIbKO 6 MecALeB CrnycTAa Mocae MOJIHOM OTMEHbI LMTOCTaTUYECKOM
Tepanuu, TaK Kak B YCAOBMAX BTOPUYHOTO MMMYHOAEPUUMTHOINO COCTOAHMSA CMOCOHHOCTb K
bopMMPOBAHMIO AOCTATOYHO BbIPaXKEHHOTO MMMYHHOIO OTBETa ociabeHa.

3aboTa 06 3MOLMOHAIbHOM COCTOAHMM BONLHOTO pebeHKa BXOAMT B KPYr e4ebHbIX MEPONPUATUIA.
PebeHoK, 601bHON NENKO30M, HE AO/IKEH [A0oraApiBaThCA O XapakTepe 3aboseBaHusA. B AeTCKMX
cajax, B LWKone AeTn, 6osbHbIe NEeMKO30M, A0/IKHbI ObITb OKPYHKEHbI 0COObIM BHMMaHMEM M 3a60TOM
BOCNUTATENEN, yunTeNel, CBEPCTHMKOB. OHAKO, LLMPOKasA M3BECTHOCTb O XapaKTepe 3aboneBaHuna y
TOrO UK UHOrO pebeHKa HexenaTesbHa, MOCKO/bKY 3TO CO34aeT He340P0BY aTMochepy BOKPYr
pebeHKa 1 MellaeT eMy YyBCTBOBATb CEOA MNOTHOLEHHbIM YY4aCTHUKOM OKPYKaIOLLEN KMUBHMU.

B nekpeTupoBaHHble CpoKM (pa3 B KBapTan) aetn ¢ OJ1 obcneaytoTca B AHEBHOM CTalMOHape npu
BbICOKOCMELMAMN3NPOBAHHOM MEANLIMHCKOM YUPEXAEHUN.

OpraHu13aLua oKasaHMA MegULMHCKON MOMOLLN

MepBMYHAA MeaMKO-CaHMTapHaa MOMOLLb BK/IOYaeT B ceba mMeponpuaTMA No npodunaKkTuKe,
OMArHOCTUKE, /NleYyeHnto 3aboneBaHMIM  KPOBW, KPOBETBOPHbLIX OPraHOB, 3/10KA4eCTBEHHbIX
HOBOObOPA30BaHMN NMMPOMAHOM, KPOBETBOPHOM W POACTBEHHbLIX WM TKaHEM, MeaMLMHCKOM
peabunntaummn n GoOpMMPOBaHUIO 340pP0BOrO0 0bpasa *Kn3Hu. Mpn nogosperHnn y naumeHta OM/I
Bpay -neamaTp y4acTKOBbIM, Bpay 00U NPaKTUKM (CEMENHbIV Bpay) UKW UHble BPaYM-CheLmnaancTbl
B CPOKMW, YCTaHOB/JEHHble 3aKOHOAATENbCTBOM, HAMPaBAAIOT MNaUMEHTa Ha KOHCy/NbTauMilo B
MeANLMHCKYIO OpraHn3aLumto (remaToNorMyeckmnii KabMHET, KAMHWUKO -AMarHOCTUYECKOe OTaAeNeHme
reMaToNIorMn) AN OKa3aHWA NEepPBUYHOM CNeUManM3MpoBaHHOM MEAMKO -CaHUTAPHOW MOMOLLM, B
KOTOPOM NPOBOAATCA OCHOBHblE AMATHOCTMYECKME MEPOMPUATMA C  LUENblo YTOYHEHUA W
BepndMKaUMM AMarHo3a, B TOM YMCAE, C UCMOIb30BAHNEM CMELMANU3MPOBAHHbBIX MAaHUM YAALMN
(MyHKUMA KOCTHOrO MO3ra, TpenaHobmoncma KOCTHOTO MO3ra).

B cnyyae HEBO3MOMKHOCTM NMPOBEAEHUA AMATHOCTUYECKUX UCCAeA0BaHUM NAaUMEHT HanpasaseTcs B
MHYIO MEeAMLMHCKYIO OpraHM3auumio, KOTopas OKasbiBaeT MPOdU/IbHYIO MEAMLMHCKY0 MOMOLLb
nauMeHTaM C remaTo/IoTMYeckMmM M 3aboNeBaHUAMKU AN YCTaHOBJIEHMA AMArHo3a W OKasaHus
CNeunanmsmMpoBaHHo, B TOM  4YUC/le  BbICOKOTEXHONOTUYHOM, MEAMLMHCKON  MOMOLM.
CneuyanmsmMpoBaHHas, B TOM YMCAE BbICOKOTEXHONOTMYHAA, MeAMLMHCKAA NOMOLLb OKa3biBaeTcs
BpayamMu -rematonioraMm M WMHbLIMK  BpadYamu-CneumanmucTaMm B YC/IOBMAX  CTalMOHapa
KPYr/0CyTOYHOro npebbiBaHMA W BKAOYAeT B cebsa NpoPUNaKTUKY, AMArHOCTUKY, Jied4eHue
3ab60neBaHMN M COCTOAHMN, TPEeDBYIOWMX WCNOb30BaHWA ChneumanbHblX METOA0B U CAOMHbIX
YHUKaNbHbIX  MEAULUMHCKUX TEeXHONOTUM, a TaK¥e MeAMLUMHCKY0 peabunuTtaumio, KoTopas
OKa3sblBaAeTCs  MEAULMHCKMMUM  OpraHmMsauMami, UMeWuMn Heobxoaumyto  mMaTepuasibHo-
TEXHUYECKYtO 6a3sy, HaaMuMe BbICOKOKBANMPULMPOBAHHLIX CNELMasUCcToB WM JIMLEH3UIO Ha
OCYLLEeCTBNEHNE MeANLMHCKOM AeATENbHOCTH.

Ha gaHHOM ypoBHE OKa3aHWs MeaMLMHCKON nomMolum naumeHTam ¢ OM/1, TakTMka obcnegoBaHMs U
JledeHns, a Takke onpegeneHne UenecoobpasHOCTU rocnmMTanmn3aLnm yCTaHaBAMBAETCA BpayYamMu-
remaTo/ioraMu c npuBaedYeHMeEM, B Cy4ae HeobXoAMMOCTU MHbIX BpaYer-cneumanncros. PelierHne
KOHCKM/IMYMa Bpadel opopMAAETCA NPOTOKONIOM, NMOAMNNCHIBAETCA BCEMM YY4aCTHUKAMM M BHOCUTCS B
MeANLUMHCKY AOKYMEHTALUMIO NaUMeHTa.

MNpn BbIABNEHMM WM NoAo3peHun Ha OMJT B xo4e OKasaHWA CKOPOM MeAMLMHCKOM MOMOLLM
nauMeHTa HanpaBAAlT B MeAMUMHCKME OpraHM3aluMmM, OKasbliBaloWMe MEAMLMHCKYHO MOMOLLb
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nauneHTam C FeMaTO}'IOFMLIeCI-(MMM/OHI-(O}'IOFMLIeCI-(MMM 3a60}'IeBaHMFIMM, ana onpegeneHna TakTnKkm
BeageHnA U HeO6XO,£I,MMOCTM npMMeHeHnAa AONONTHNTENBHO APYIrMX MeTo408B cneunaain3npoBaHHOro
MPOTNBOOMYXONEBOIO J1Ie4HEHNA.

MoKasaHuA gna rocnuTanmsaunm B cTaumoHap (Nn1aHoBo):

= [lepBUYHO NpPW MNOAO3PEHUM Ha 3/10KaYecTBeHHoe 3abonesBaHMe KpPOBW A8 NpoBeaeHUsA
[MarHoCTMYeCcKoro sTana

* HeobXxoAMMOCTb NPOBEAEHNS OYepeaHOro 3Tana Tepannu (Kpome Noaaep1BatoLLel Tepanun).

MoKasaHuA aNA rocnuMTann3aumm B CTalMoHap (SKCTPEHHO):
= [lepBMYHO MpM MOAO3PEHUM Ha 3/10KayecTBeHHoe 3abosieBaHuWe KpoBWM A4 NpoBeaeHus

NepBMYHOrO IEYEHMA,
= J[lloboe yxyaleHWe COCTOAHMA MauMeHTa, PasBUTUE OC/NOKHEHWUM, Tpebylolwmx npoBeaeHMA
9KCTPEHHOW Tepanuu B yCIOBUAX CTalLMOHapa

= [logo3peHue Ha peunamns 3abonesaHns/pa3smTne BTOPOI ONyxXoam

MOKasaHUA K BbINUCKe NaLMeHTa U3 MeaAULNHCKOM OpraHusaLmm
= OKOHYaHWe 3Tana Tepanunun Npun ycaoBMM OTCYTCTBUA MHOEKLMOHHBIX M TOKCUYECKMX OC/IONKHEH WA,

CUCTEMHbIX HapyLWEeHWI, TPEDBYIOWMX TEpanmmM B yCNOBMAX CTaLLMOHAPa

= OKOHYaHWE MHTEHCUBHOM TEPANMM NPU COXPAHEHUW KIMHNUKO—TEMATONOTMYECKON PEMUCCUN.

= B cayyae NPM3HAHWA NaumeHTa MHKypabenbHbIM, A9 AaNbHENLWero OKasaHWa NaniMaTMBHOM
MeAMNLMHCKON NOMOLLM B MeAMLUMHCKON OpraHmn3aumm no MecTy XnTenbCTaa.
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MNpunoxxenHuna

5

Memodonoeus paspa6omKu KAUHUYeCKoeo npomokKorsia

LLIKana OLLEHKM YPOBHEN AOCTOBEPHOCTM AOKasaTenscTs (YA) ans meToaos
[ANarHoCTUKM (AMarHOCTUYECKMX BMELLATENbCTB)

yon
CuctemaTtnyeckme 0630pbl UCCNEA0BaHNI C KOHTPOAEM pedepeHCHbIM METOA0M U/N
cucTeMaTUYecKkmnii 0630p paHAOMMU3NPOBAHHbIX KNMHUYECKMX nccneaoBanuii (PKN) ¢
npUMeHeHnem MeTa-aHaM3a
OTaenbHble UCCNeoBaHMA C KOHTPOIEM pedepeHCHbIM MeTOA0M UM OTAE/bHbIe
PaHAOMM3MPOBAHHbIE KAMHNUYECKME NCCNeN0BaHMNA U cUcTeMaTnYecke o63opbl
nccnefoBaHnm
KAMHUYecKkne nccnenoBaHuns, C NpMMeHeHnem meTa-aHanm3a
NcenepoBaHma 6e3 nocnenoBaTelbHOrO KOHTPOAA pedepeHCHbIM MeTOA0M UK
nccnenoBaHuaA ¢ pedepeHCcHbIM METOA0M, He ABMAIOLLMMCSA HE3aBUCUMbIM OT UCCeAYyEeMOro
MeToAa UM HePaHAOMM3NPOBAHHbIE CPAaBHUTE/IbHbIE UCC/Ie0BaHMA, B TOM YMcae
KOropTHbIe NCCNea0BaHNS
HecpaBHUTENbHbIE UCCNEA0BAHMA, ONUCAHMUE KMHUYECKOTO CyYas

LLIkana OLEeHKN YPOBHEN AOCTOBEPHOCTU A0Ka3aTenbcTs (YAA) Ana METOAOB NPOPUNAKTUKN,
nevyeHuna u peabunmtaumm (npodpunakTnieckux, nedebHoix, peabunuTauMOHHbIX BMELLATENLCTB)

yon
CuctemaTtudeckmin 063op PKU ¢ npumeHeHnem meta-aHann3a
OtaenbHble PKU 1 cuctemaTnyeckme 0630psbl MccnenoBaHuii nitoboro an3ainHa, 3a
nckntodeHnem PKU, c npmeHeHnem meTa-aHaan3a
HepaHAOMM3NPOBAHHbIE CPAaBHUTE/IbHbIE MCCIEA0BAHMA, B T.4. KOTOPTHbIE MCCAEeA0BaAHMA
HecpaBHuMTENbHbIE MCCNEA0BAHMA, ONNUCAHME KAMHWUYECKOTO CyYasa UK CEPUN CIYYaEB,
NCCNen0BaHNA «CAYyYan-KOHTPOMbY
VimeeTca anlb 060CHOBaHME MexaHM3Ma AeNCTBUA BMeLlaTeNbCTBa (AOKANHUYECKME
nccnenoBaHMaA) UM MHEHWE KCNepTOB

LLIkana oueHKM ypoBHel ybeauTensHOCTU pekomeHaaLmi

YPP

CunbHas pekomeHZaumsa (Bce paccmaTpuBaemble KpuTtepun 3bdeKTUBHOCTU  (Mcxoapl)
ABNAIOTCA BaXHbIMKW, BCE WCCNEA0BAHMSA WMMEIOT BbICOKOE WAM yAO0BAETBOPUTE/IbHOE
METOA0/IOTMYECKOe KayecTBO, WX BbIBOAbl MO MHTEPECYWMM UCXO4aM  ABAAIOTCA
COrnacoBaHHbIMM)

YcnoBHas pekomeHaauma (He BCe paccmaTpuBaemble Kputepun 3ddeKTUBHOCTU (MCXoabl)
ABNAIOTCA Ba)KHbIMM, HE BCE WCCNeAO0BaHMS MMEIOT BbICOKOE WM YA0BIAETBOPUTE/IbHOE
METOA0/IOTMYECKOe KAayecTBO M/UAKM MX BbIBOABI MO MHTEPECYIOWMM MCXOAaM He SBASKOTCS
COrnacoBaHHbIMM)

Cnabas pekomeHZaums (OTCYTCTBME [A0Ka3aTeNbCTB  HaA/exallero KayectBa (Bce
paccmaTpuMBaemble KpuTepun IDPEKTUBHOCTM  (MCXOAbl) ABAAIOTCA HEBaXKHbIMM, BCe
nccneaoBaHMA MMEeT HU3Koe MeTO0/10rMYecKoe KauecTBO M MX BbIBOAb! MO MHTEPECYHOLLMM
MCX04aM He ABAAIOTCA COrlacoBaHHbIMM)
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lananuamuesHasa nomouwb
HemeanKkameHTO3HOE neveHue:

Pexxnmbl Mo TAXKECTU COCTOAHUA NaLMeHTa:

= | —CTpOrMi NoCTeNbHbIN;
= || — nocTenbHbIN;
= ||l — nanaTHbIM (MONYNOCTENbHbIN);

= |V —cBoboaHbIN (06LWN).

Oneta: cton Nell, cton Nelb, cton No5M (¢ MCKAOYEHNEM OCTPbIX, MKUPHbIX, }KapeHblx 61104, B TO e
BPEMS, BbICOKOKANOPUMHAA AMeTa C MOJAYTOPHbIM MO CPAaBHEHUIO C BO3PACTHbIMW HOPMamM
KOoM4ecTBOM HE1KOB, BUTaMUHM3MPOBaHHas, 6orataa MMHepPaibHbIMM BELLECTBAMMU; MPU Ha3HAYEHUU
FNIOKOKOPTMKOWA0B paLyMoH 060ralatoT NpoayKTaMm, CoAepKalMmmM MHOTO CONen Kaima 1 KasibLus.

MeamMKameHTO3HOe nevyeHue:
MannnaTmeHanA NOMOLLb MpU aHOPEKCMM/KaXEKCMM

= [IpM racTpocTase U paHHEM HaCbIWEHUU — MPOKMHETUKN: METOKNONPaMMUA, nepopasibHo, B/M nan B/B
(no3MpoBKa AeTAM B BO3pacTe OT poxkaeHusa Ao 12 net no 0,1 mr/Kkr 2-3 pasa B AeHb; AeTAM B BO3pacTe
cTapuwe 12 net npu macce tena Ao 60 Kr no 5 mr*3 pasa B AeHb; AeTAM B BOo3pacTe cTtaplle 12 net npu
Macce Tena cabiwe 60 kr no 10 mr*3 pasa B AeHb).

= [lpU aHOPEKCUMU C NpPEKaAXeKCUeW WMAN KaxeKcuen — MeTUANPEAHU3ONOH 5-15 mr B CyTKM wan
AEeKCaMeTasoH 2-4 Mr B CyTKM Kypcamu no 5-7 AHel nepopasibHo.

DHTepasibHOe NUTaHWe y «NanNanaTUBHbIX H6ONbHBIXY.

OcHOBHanA aHepreTMyeckasa NoTpebHOCTb y AeTel 3aBucKT oT Bo3pacTa: 0-6 mec. 115 Kkan/Kr/cyT, oT
7-12 mec. 105 kkan/kr/cytkn, oT 1-3 roaa 100 kkan/Kr/cyTku, oT 4-10 neT 85 KKan/Kr/cyTku, ot 11-14 net
60 KKaN/Kr/cyTKM Ans Manbumkos 1 48-50 Kkan/Kr/cyTkmn ana aesodek, 15-18 net 42 kkan/kr/cytm (ans
ManbunKoB), 38KKan/Kr/cyTkn (Ana AeBoYek), «HopManbHas» noTpebHocTb B benkax 0,6-1,5 r/Kr/cyTkuy,
noTpebHocTb B Xupax 2-4 r/kr/cytkmn (35-50% oT obuiero Kosopaxa), noTpebHoCTb B yraesoaax
2-7 r/Kkr/cyTkun (40-60% OT 06LLEro Kasopaa). PacueT aneTbl NPOBOANUT BPau.

daKTOpbl PUCKa N0 PA3BUTUIO HAPYLLIEHWUA MUTAHWUA: HECNMOCOOHOCTb MPUHUMATL NULLY TeYeHumn 4-7 aHeln
n 6onee; ymeHbllieHMe Mmacchl Tena Ha 5% 3a nocnegHuii mecay, n 6onee 10% 3a nocnegHne noaroaa;
aHaMHECTUYECKME AaHHble O HEAOCTAaTOYHOM MOAYYeHUM BENKa M KaNopuii B TEYEHUU AAUTENbHOrO
BpemeHu; nceraobynsbapHble n bynbbapHble PacCcTPONCTBA; YMEHbLUEHNE MbILIEYHOM MACChl, OTEKM U
ApA610CTb KOXKM. MPU HEBO3MOMKHOCTM 0BObLIYHOTO NPUEMA KUAKON U/MNK TBEPAOW NULLM MCNONb30BaTb
NUTbE W/UNN NUTaHWE Yepes 30H4, UK FTaCTPOCTOMY.

MannnaTmeHan NOMOLLb NPYU NPONEXKHAX, PACNaAAtoLLUMXCA HAPYKHbIX ONYXONAX.

MPUYUHBI: MaNoNOABMKHOCTb, KaTaboIMYECKan HanpPaBAEHHOCTb OOMeHa BELLECTB, YA3BUMOCTb KOXKM K
MaLepaLmn U paHEHUAM.

MpodunaKTnKa NpoNesKHen:

= CneuyanbHble MaTPachl;

= obopyaoBaHMe M NpPUCNocobaeHns (MOAbEMHUKM UAW CheuMabHble PeMHKU) ANA nepemelleHms
nexkayero 60/1bHOTO;

" NpodUNaKTMKa TPAaBMMUPOBAHMA KOXKM (OCTOPOIKHO CHUMATb OAeXKay M np.);
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= yCTpaHeHWe npeapacnonaratolimx GakTopoB (yMeHblIEHME MM OTMEHa CTeponaos, ONTUMM3ALMA
nUTaHUA);

= npodunakTnka 601eBOro CUHAPOMA NpPU NepPeBA3Ke;

= KOCMETMYECKMe npruememble Ans pebeHKa NoBs3KM, JOKYMEHTUPOBAHME BPEMEHN HaKNaablBaHWA U1
CHATUA NOBA3KM.

|_|pl/1 pacnagatomnXxca 3210BOHHbIX 3/TOKaYECTBEHHbLIX ONMYX0/1AX — MeCTHO A/14 YCTPaHEeHMA 3aMaXa MNoBA3Ka
C aKTUBUPOBAHHbLIM yraiem, Kas10- N MOYENPUEMHUNKN, METPOHNOA30/1 MECTHO, Me/, N CaXap MeCTHO, AnA
nomMmeleHnAa — oCBeEXNTeI BO34yXa, apomMmaTnyeckmne macna.

OcobeHHOCTU NAaNNMATUBHOIO NEYEHNA:

Bosb Npu cmeHe NoBA3KM/MNACTbips — ObICTPOAEWCTBYIOWIME aHANbIEeTUKM (HEHAPKOTUYEeCKUe Wau
HAapPKOTMYECKME), MECTHble aHECTETUKM; OONb NPUCYTCTBYET BCE BpPemMA — pPeryiapHbld npuem
aHa/breTUKOB.

ANropuTm:

LLlar No1: npodunaktmka NposeskHen n NPUTEPTOCTEN;

LLlar No2: npu nokpacHeHMmM/maLepaLmm — Masm C LMHKOM UK NAEHOYHbIE NNacTbiph;
Lar N23: npu n3bA3BAEHNM KOXM — TMAPOKONTONAHbIE NAACTbIPK;

LWar No4: npn MHGUUMPOBAHMM — rApOrenn/nacTbl, yopaTb NOParKeHHbIe AN OTMUPAIOLLME TKaHW; NpK
LUEeNAtoANTE UAN THOMHOM MHDEKLMN — NepopabHble aHTUBNOTUKM C onpeaeneHMem Y4yBCTBUTEIbHOCTHY;
LLar Ne5: npu 601blWNX M3bA3BAEHHbIX MONOCTAX — aHANbIETUKN HEHAPKOTUYECKUX FPYNMN UAM NEHHble
NOBA3KM 419 3aNONHEHUS;

LLlar Ne6: npu 310BOHHbIX PacnaAatoLLMXCs 3/I0KaYECTBEHHbIX OMyX0/1AX — BO3/EMCTBOBAaTb Ha PasMmep U
BHEWHMA BUA OMyXOnW (MCCeyeHMe KpaeB, YAaNeHWe NyTeEM XMPYPrMyeckoro BMeELLATENbCTBA,
pagmoTepanus, XMMMOTEPANnusa); anbrMHaTbl MO0 MNEeHHble MOBA3KM C aKTUBMPOBAHHLIM YIEM;
MOJIHOCTbIO OKK/HO3MOHHbIE NMOBA3KM, METPOHMAA30/1 MECTHO 1 BHYTPb UM B/B.

LLlar Ne7: kpoBoTOYallan paHa — pacTeop anuHedpmnHa 1:1000 mecTHO; paamoTepanma; NCrnoabL30BaTb
HeaaresnpyroLwme n CMOYEHHbIE B M3OTOHMYECKOM PaCcTBOPE HATPMA X10pUaa NOBA3KMY.

MannuatmeHaa NOMoOLLb Npu 6oNeBOM cMHAPOME

MpuHuMnbl 06e360AMBaHMA — NeYUTb MNPUYUMHY, Jexallylo B OCHOBe, Onpeaenntb Tun 6oau
(HoumuenTMBHaA, HelponaTMyeckas), MCNoab30BaTb Gapmakonormyeckme M HedapmaKoaOrMyeckme
MeTobl 06e3601MBaHMA, NPUHMMATb BO BHUMaHWE NCUXOCOLMANbHbIM CTpecc y pebeHKa; perynapHo
OLEHMBATb B AMHAMMKe CTaTyC 6011 U OTBET Ha IeYeHMe.

Hedapmakonornueckue metoasl obesbonmsaHms:

oTB/EKaloWmMe MeToabl (Tenno, Xonod, NPUKOCHOBEHME/MacCask), YPeCcKOoXKHaa 3SneKTpuyeckas
CTUMYASALMA HEPBOB, UTNI0YKa/biBaHME, BMOpaLMa, apoMmaTepanms;

NCMXonornyeckne metoabl (OTB}'IeLIEHMe BHMUMaHWNA, NMCNXOTEXHUKA Ha/10XKeHUnA o6pa3a, penakcauna,
KOTHNTUBHO-NMOBEeAEHYECKAA TepannAa, My3blKaJibHaA TepanunA, FMHHO3).
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dPapmaKonornyeckme metToapl:
AHanbreTMKM HeHapKOTUYECKME N HapKOTUYECKHKe:

MPUHUMNBI MICNONb30BAHMA: «4epes3 POT» - N0 BO3IMOXKHOCTM NepopasibHO, MO Yacam» - PEryaspHo no
rpadurKy [0 TOro, Kak 3abonnT (c y4eTom nepuoaa AencTBMA npenapaTta); < MHAUBMAYaAAbHbIN NOAX04, K
pebeHKy» - 06e3601MBaHNE C y4ETOM OCODEHHOCTEN KOHKPETHOro pebeHKa; «no BOCXOAALLEN» - oT
HEHAPKOTUYECKUX [0 HAPKOTUYECKMX aHaNbreTMKoB, Jasee — MOoBbllieHMe [03bl onuata Ao
obe3bonmBaHus.

AHanbreTMKM aabloBaHTHble B BO3PACTHbIX A03MPOBKAX (AOMOMHUTENBHO K HEHAPKOTMYECKMM W
HAapPKOTMYECKMM aHafNbreTMKam): KOPTUKOCTeEpOMApb! (AeKCcaMeTas3oH, NpeaHM300H) Npu CAaBAEHUN
HEepPBHbIX KOPELIKOB M CMMHHOIO MO3ra; aHTUAENPEeccaHTbl (@MUTPUNTUAMH) Npu 60K, CBA3AHHOW C
NOBpPeXAEHWEM HEPBOB; aHTUINWUAENTUYEeCKMe npenapatbl (rabaneHTnH, KapbamasenuH — AeTam
[0 6 NeT B 3KCTPEHHbIX CAyYasx) NMPW PasiMYHbIX BUAAX Helponatuyeckon 60aM; CnasmoNUTUKM
(rmocumH) Npu BMCLEPanbHON 60K, CBA3AHHOWM C PACTANKEHNEM UM KOZIMKAMM; MblLLIEYHbIE PENAaKCaHTbI
NPU ANCTOHNMN/MbILLIEYHbIX CNa3maX.

Anroputm 06e36onnBaHUA B NANAMATUBHON NOMOLLM Y AETeN C OHKONOrMYECKOM NaToNOrneN:
Lar Nel: HeHapKOTUYECKME aHaNbreTUKM (napauetamosn, nbynpodeH, +/-aabioBaHTHbIE aHabreTUKN;

lar No2: cnabble HapKOTMYECKME aHaNbreTUKM (Tpamanon) + HEHapKOTMYEeCKMe aHaNbreTUKu
(napaueTamon, nbynpodeH,) +/- aabioBaHTHbIE aHANLIETUKM;

lar Ne3. cuabHble HapKOTUYECKME aHaNbreTUkn (MOPOUH WMAM GeHTaHuA) +/-HeHapKoTMYeckme
aHaNbreTMkn (napauetamon, nbynpodeH, +/- aabloBaHTHbIE aHaNbreTUKU.

HeHapKoTU4ecKkMe aHanbreTuKkn

= Mapauetamon (auetammHodeH) BHyTPb, [A03a HacbiweHna 20 Mr/Kr  OAHOKpPaTHO, 3aTem
nogdepxusatowas g4osa no 10-15 mMr/Kkr Kaxkable 4-6 4acoB; PeKTaNbHO A03a HacbilleHna 30 mr/Kr
OAHOKPATHO, 3aTeM NOAAEPXHMBaIOLWAA 4033 N0 MI/Kr Kaxaple 4-6 4acoB; NPU NeYeHOUYHON 1 NoYeYHOM
HeAOCTaTOYHOCTM HEeOOXOAMM CHUMKEeHME [03bl U yBenndeHue uHTepsBana Ao 8 4acos. Y aeTen B
Bo3pacTe oT 1 40 29 aHel no 5-10 mr/Kr Kaxaple 6-8 4acoB; MaKCMMyM 4 103bl B CYTKW; AETAM B BO3pacTe
o1 30 aHel o 3 mec. no 10 mr/Kr Kaxaple 4-6 4acoB, MaKCUMyM 4 [03bl B CYyTKW. [leTam B Bo3pacTe oT
3-12 mec. v oT 1-12 net no 10-15 mr/Kr Kaxkable 4-6 4acoB, MakCMMym 4 03bl B CYyTKK, He Bonee 1 3a
OAVH NpUem.

= N6ynpodeH BHYTPb No 5-10 Mr/Kr Kaxaple 6-8 4acoB; MaKCMMaibHaa cyTouHan Ao3a 40 Mr/Kr.

Cnabble HapKOTUYECKME aHANbIETUKN

= Tpamagon BHYTPb AeTAM B Bo3pacTe oT 5-12 neT no 1-2 mr/Kkr Kaxable 4-6 4acos (MakcMMaabHO
cTapToBasa Ao03a no 50 mr*4 pasa B cyTKW), yBEANUYMBATL NPU HEOOXOAMMOCTU A0 MAKCMMaIbHOM A03bl
no 3 mr/kr (nnm 100 mr) Kaskable 4 yaca; 4eTam B Bo3pacTe oT 12-18 neT cTapToBas 403a No 50 Mr Kaxaple
4-6 yacoB, yBEAMUMBATL NPK HeobxoanmMmocTh A0 400 Mr B CYTKM.

CunbHble HapKOTUYECKNE aHaNbreTUKn

= MopduH —nocne permctpaumm B PK: HayanbHble cpeaHme TepaneBTUYeCcKmne 403bl BHYTPb B BO3pacTe
oT 1-12 mec. no 0,08-0,2 mr/Kr Kaxkable 4 yaca; B Bo3pacTe cTape 12 mec. no 0,2-0,4 mr/Kr yepes poT
Kaxable 4 4yaca (MOXeT ObiTb Ha3HayeH Kaxable 6-8 4YacoB Yy HOBOPOXAEHHbIX WAW NpPU
noyeyHom/nevyeHoYHoOM HeaoCTaTOYHOCTKN); NPW MNepesBode C NepopasbHOro nyTM Ha Apyrne —
NONb30BaTbCA MpaBUAaMM 3KBMAHANbreTMYecknx A03 (403a mopduHa ana n/K BBedeHMsa B 2 pasa
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MeHblle A03bl, NPMHMMaEMON Yepes poT; A03a mopduHa Ans B/B BBEAEHWA B 3 pa3a MeHblle A03bl
Mop®dUHa, NPUHUMAEMbI Yepes poT).

Mop®dunH Ha3HayaTb «MNO Yacam», a He «no TpeboBaHMIO»: MOPOUH KOPOTKOrO AEMCTBMA — KarKable
4-64acoB, MOPPUH NPOSIOHIMPOBAHHOMO AENCTBMA — Kaxkdble 8-12 Yacos.

Mop®dunH KOPOTKOro AencTema — nocne perncrpaumm B PK: cTapToBble A03bl: BHYTPb MAM PEKTA/IbHO B
Bo3pacTe oT 1-3 mec. no 50 MKr/Kr kaxaple 4 yaca, B Bo3pacTte oT 3-6 mec. no 100 mMKr Kaskable 4 yaca, B
BO3pacTe oT 6 mec.-12 net no 200MKr/Kr Kaxaple 4 yaca, B Bo3pacTe oT 12-18 neT no 5-10 mr Kaxable
4 Yaca; NOAKOXHO BOMOCHO MAK B/B CTPYMHO (B TEYEHMM MUHMMYM 5 MUH) B Bo3pacTe A0 1 mec. no
25 MKI/Kr Kaxable 6 4acos, B Bo3pacTe oT 1-6 mec. no 100 MKr/Kr Kaxable 6 4acos, B BO3pacTe OT
6 mec.-12 net no 100 MKr/Kr Kaxkable 4 yaca (MakcMmanbHO pasoBas CTapToBas [403a 2,5 mr), AeTAM B
Bo3pacTe oT 12-18 net no 2,5-5 mr Kaxaple 4 4yaca (MakCMManbHO CyTodHas ao3a 20 Mr B CyTKM);
NPOAOMKUTENbHASA NOAKONKHAA UK B/B MHDY3MA CO CKOPOCTLIO: B BO3pacTe A0 1 mec. No 5 MKI/Kr B yac,
B BO3pacTe oT 1-6 mec. no 10 MKr/Kr B Yac, B Bo3pacTe oT 6 mec.-18 net no 20 MKr/Kr B 4ac (MakcMmym
20 mr 3a 24 vaca); YBenMyeHne pa3oBOM M CyTOYHOW [03bl: BapuaHT 1 — yBEeWYUTb Pa3oByo 403y
MopdurHa Ana perynapHoro npruema Ha 30-50% oT npeablayliein A03bl; BAPUAHT 2 — CyMMMPOBaTb BCE
003bl MOpdUHaA 3a nocneaHue 24 yaca 1 pasaennTb NOAYHEHHYHO CYMMY Ha 6, YBENUYUTL Ha 3TO YMCIO
KaXkaylo perynapHyto 03y, NPUMHUMaeMble Kaxaple 4 Yaca, TakKe HeobxoAMMO yBeNMYNTb 403y ANA
KynMpoBaHMA NPOPbIBHON 60K, TaK KaK yBEANYUANCL PerynapHble A03bl.

MopdUH NPONOHIMPOBAHHOTO (ANUTENbHOrO) AENCTBUSA (MM MeA/IeHHO  BbICBOOOXAAOLLMIACA
MOP®UH): cyTOYHan A03a paBHa CyTOYHOM A03e MopdUHa BbICTPOro AeNCTBUA Yepes PoT; pa3oBasn [03a
MOp®MHA MPONOHIMPOBAHHOIO AENCTBMA pPaBHa MONOBMHE €ro CYTOYHOM [03bl, ANA KyNMpPOBaHMA
NpopbIBHON 6041 MCNONBL30BaTb MOPPUH BbICTPOro AencrTema. PacyeT mopduHa Ana KynmpoBaHMsA
NpopbIBHOW 60K ecnn Npu peryaspHom npueme 601b MOABAAETCA Mexay A03amu MOPPUHA,
PACMMCaHHbIMMK MO Yacam», Ha3HaAYMTb 403y MOPPUHA ANA KYNMPOBAHWA NPOPbLIBHON 6oan; A03a ANA
KynnpoBaHuA npopbiBHON 6oan coctasnaeT 50-100% OT ToM pa3oBOM, KOTOPAA NPUMEHAETCA KaxKable
4 vyaca, UM PaccYUTbIBAETCA Kak 1/6 oT obLiei cyToYHOM A03bl MOPPUHA, NMPUHUMAEMOWN B AaHHbIN
MOMEHT; 403a A1A KYyNMpPoBaHMA NPOpPbIBHON 60K A0MKHA ObITh AaHa He paHee Yem Yepes 15-30 MUH.
0T NpeablayWwero npMema npenapara.

OTmeHa mopduHa: OTMeHa npruema npenaparta NocTeneHHo Ha 1/3 Kaxable 3 gHs.
®eHTaHUN: 003y GeHTaHWIa YBEAMUMBATb 40 AOCTUNKeHNA obe3bonnsatolero apdekra.
®eHTaHUAN KopoTKoro (bbicTporo) AencTeuUA:

CrapToBan pa3oBan gosa:

= TpaHCMYKO3a/bHO B BO3pacTe oT 2-181eT 1 ¢ maccoit Tena 6onblue 10 Kr no 15 mMKr/Kr (yBenniumnsatb
Npun HeEOBXOAMMOCTM A0 MaKCMMa ibHOM A03bl 400 MKr);

" MHTpaHa3a/bHO B BO3pacTe oT 2-18 neT no 1-2MKr/Kr (MakcMmanbHO cTapToBas Ao03a 50 MKr);

= B/B (MeaneHHo 3a 3-5 MuH) B Bo3pacTe A0 1 roga no 1-2 MKI/Kr Kaxaple 2-4 yaca; AeTam B BO3pacTe
nocne 1 roga no 1-2 mkr/kr Kaskable 30-60 MUH;

= B/B AUTENbHAA MHOY3MA B BO3pacTe A0 1 roaa — HavyaTb CO CTapTOBOM 03bl CTPYMHO B/B 1-2 MKI/Kr
(3a 3-5 MMHYT), 3aTeM NOCTaBUTb TUTPOBATL CO CKOpPOCTbio 0,5-1 MKI/Kr B Yac; B Bo3pacTe nocne 1 roga —
HayaTb CTAaPTOBOM A03bl CTPYMHO 1-2 MKI/Kr (3a 3-5 MUHYT), 3aTeM TUTPOBATb CO CKOPOCTLIO 1 MKI/Kr B
yac.
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®eHTaHUN NPONOHIMPOBAHHOMO AeNCTBMA (B NNACTLIPAX):

= «pasmep» (MAn go3a) NAacTbipA PACCYMTHLIBAETCA Ha OCHOBAHWM 3KBMAHANBIETUYECKOM CYyTOYHOWN
[03bl NepopanbHOro MopdrHa: YTobbl paccumMTaThb 403y NAACTbIPA, HYKHO 403y MOPPUHA, NONYYaEMOro
yepes poT, pasaennTb Ha 3;

" [0oC/1e HaKAenBaHMA NAACTbipa HeE0bX0AMMO 0Ko10 12-24 yac, 4Tobbl 4OCTUYL 06e3601MBaHMS;

" [OCN€e NepBOro HakAemBaHMA NNACTbIPA B TedeHme 12-24 4ac. Npoao/XKaeTca BBeAEHNE aHaIbreTUKOB
(Hanpumep mopdUH Kaxkable 4 yaca);

=  no03a deHTaHWNa YBENNYMBAETCA A0 AOCTUNEeHMA obe3bonmBatoulero adpdexTa

ALbIOBaHTHbIE aHaNbreTUKU

= AMUTPUNTUAMH BHYTPb B Bo3pacTe oT 2 Ao 12net 0,2-0,5 mr/Kkr (Makcumym 25 mr) Ha Houb (npwm
HEOBXO0AMMOCTU MOMKHO YBEANUYNTL 403y A0 1 Mr/Kr*2 pasa B AeHb), B Bo3pacTe oT 12-18 net 10-25 mr
Ha HOYb Yepe3 poT (NPK HEOBXOAMMOCTM MOKHO YBEINUYNTL A0 75 MI MaKCUMyM).

= KapbamaszenuH BHyTpb 5-20 Mr/Kr B CyTKM B 2-3 npuema, yBeamMunBaTb [03y NOCTENEHHO, YTObbI
n3bexkatb NOHOYHbIX 3DDEKTOB (AeTAM A0 6 NET B IKCTPEHHbIX CAyYanx).

= [abaneHTWH BHYTPb, B BO3pacTe OT 2-12 neT: geHb 1 no 10 mr/Kr ogHOKpaTHO, AeHb 2 no 10 mr/kr*
2 pasa B AeHb, AeHb 3 no 10 mr/kr*3 pasa B AeHb, Nnogaep*usatouias a4o3a no 10-20 mr/kr*3 pasa B
AeHb; B Bo3pacTe 12-18 neT: geHb 1 no 300 mr*1 pas B aeHb, AeHb 2 no 300 mr*2 pasa B AeHb, AeHb
3 no 300 mr*3 pasa B AeHb, MakcMmanbHas Ao3a no 800 mr*3 pasa B AeHb. OTMeHa NPOBOAMTCA
Me/IeHHO B TeyeHune 7-14 aHel, He NCNOb3YHTCA Y AeTel C NCUXMYeCcknmm 3aboneBaHnA B aHaMHese.
= [lnazenam (nepopanbHo, TpaHCOYKKanbHO, N/K, peKTaNbHO) B BO3pacTe OT 1-6 eT no 1 Mr B CyTKM 3a
2-3 npuema; B BO3pacte 6-14 net no 2-10 mr B cyTkM 3a 2-3 npuema. Mcnonbsyerca npu
accoLUMMpoBaHHOM ¢ 6ONbIO TPEBOre K CTpaxax.

= [MocunHa byTMnbpomma B Bo3pacte oT 1 mec. 40 2 neT — 0,5 Mr/Kr nepopanbHO Kaxable 8 4acos; B
BO3pacTe 2-5 1eT no 5 Mr nepopasibHO Kaxkable 8 4acoB, AeTAM B Bo3pacTe 6-12 net no 10 mr nepopanbHO
Kaxkable 8 4acos.

= [lpeaHWN3010H NO 1-2Mr/Kr B AieHb NPY YMEPEHHOM Helponatuyecko 60am, 6oam B KOCTAX.

= [lekcameTas3oH Npu CUIbHOM HelponaTuyeckon 6onu.

= KeTaMWH: nepopanbHO WAM cybAnMHIBaNbHO AeTam B Bo3pacTe 1 mec.-12 neT craptoBas [03a
150 MKI/Kr Kaxaple 6-8 4acoB UAK «no TpeboBaHMo», NPU HEIPPEKTUBHOCTM NOCTENEHHO YBEIUYNBATD
pasoByto 403y (Makcumym 50 mr); n/K unum B/B aauTenbHan nHobysma AeTam B Bo3pacTe cTaplie 1 mec. —
ctapToBasa no3a 40 MKr/Kr B 4ac, MOCTENeHHO YBeAMuYMBaTb [0 AOCTUXKeHMA 06e3601MBaHMA
(MakcumanbHo 100MKr/Kr B 4ac).

Bo/b B KOHLLE KM3HU (B TEPMUHANbHOM CTaann BonesHu):

Mpn NporpeccMpoBaHNM HapyLWeEHMA CO3HAHMA, CHUMKEHUM CNOCOBHOCTM NMPUHUMATL IeKapCTBa Yepes
POT, OTKa3e OT MepopasbHbiX aHaNbIETMKOB — a/ibTepHATMBHble MNyTM 06e3601MBaHMA
(TpaHCOYKKaNbHbIN, peKTanbHbIN, B/B, Yepe3 Ha3oracTpaibHbI 30HA, TPaHCAEPMabHble MAACTbIPU U
NO/ZKOXHO), NMOPTAaTUBHbIE LUMPULEBbLIE HACOCHI A/17 BBEAEHUA aHaIbreTMKOB BMeCTe C CeaTUBHbIMM U
NPOTUBOPBOTHLIMM NOAKOMKHO; GEHTAHMIOBbIN NAACTbIPb.

MannnaTmeHana NOMOLLb MPU KOMMIPECcUn CANHHOIo Mo3ra:

MPUYUHBL:  MHTpPaMeayANApHble  MeTacTasbl, MHTPadypasibHble  MeTacTasbl, 3KCTpadypasibHan
Komnpeccus (MeTacTasbl B Te/I0 MO3BOHKA, KO/1AMNC NO3BOHOYHMKA, HapyLeHMe KPOBOCHAOKeHNS).
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ANTOPUTM NaNANATUBHOIO NeveHus:

LLlar Nel: nekcameTasoH (B Bo3pacTte A0 12 neT 1-2 MI/Kr B CYTKM C MOCTENEHHbIM CHUMKEHUEM A03bl A0
noafepmBatoLleit; B Bospacte oT 12-18 net — 16 mr 4 pasa B CyTKM C NOCTENEHHbIM CHUXKEHUEM [103bl
[0 NoAAepKMBatoLWEN).

LLlar Ne2: o6e360nmBaHne CMOTPUTb NYHKT «[MananatMeHas NomMollb Npyu 601eBOM CUHAPOMEY.
MannnaTtMeHaa NOMOLWb NPU Cya0pOrax:

ANropuT™M BeaeHus cyaopor:

LLlar Nel: npaBuabHas yKknaaKka pebeHka, HabaogeHne B TeYUEHUN 5 MUH.

LLlar No2: ecnun cyaopOXKHbIM NPUCTYN He NPOLLEen B Te4eHUN 5 MUH — BBeleHWe AMa3enama pPeKkTasibHO
(pacTBOpP B MUKPOKAM3ME) Man TpaHcOykkanbHO B Ao3e 0,5 mr/Kr kapbamasenuH (oetam 4o 6 neT B
IKCTPEHHbIX caydasnx). [ns aete B Bo3pacTte A0 5 neT HavanbHan go3a 20-60 mr/cyT ¢ NoBbIWEHMEM Ha
20-60 mr Kaxaple ABa AHA, C 5 neT HayanbHaa go3a coctasadeT 100 mr/cyT, ¢ nocneayowmm
nosbilieHnem Ha 100 mr B Hegento. MNoaaepskueBatoasn go3a coctasaneT 10-20 mr/Kr macchl Tena/cyT 3a
2-3 npuema. lna obecneyeHns TOYHOro A03MPOBaAHMA, A0 5 NeT, HEOHBXOAMMO UCNONb30BATL KUAKNE
nepopanbHbie NeKapcTBeHHble GOpMbl KapbamasenuHa (AeTam A0 6 NeT B SKCTPEHHbIX CAyYanx).

LLlar Ne3: ecnu B TedeHME 5 MUH CyA0POXKHbIA MPUCTYN HE KYNMPOBaACs — NOBTOPUTL Lwar No2.

LLlar Ne4: ecnu B TeuyeHMe 5 MUH CyJ0POKHbIN MPUCTYN HE KYNMPOBa/ICA — BbI3BaTb CKOPYO MOMOLLb (eciu
pebeHoK HaxoamMTca AomMa), Avasenam n/K B Ao3e 0,5 Mr/Kr no noKasaHusaMm.

Llar Ne5: ecnu cypoporn He kynupytotca 6onee 30 MUH. — fledeHMe 3NMAENTUMYECKOro cTatyca B
CTaLLMOHAPHbIX YCIOBUAX.

MannnaTmeHaa NOMOLLb NPW CyA0pOrax B TepMUHaNbHOM cTaamm 6onesHu:
ANropuT™ BeAeHus cyaopor:

lar Nel: kapbamasenuH — B Bo3pacTe A0 5 feT HadvanbHaa Ao3a 20-60 mr/cyT C NOBbIWEHMEM Ha
20-60 mMr Kaxaple ABa AHS, C 5 neT HayanbHaa go3a coctasaseT 100 mr/cyT, ¢ nocneayowmm
nosbilieHnem Ha 100 mr B Heaento. MNoaaepskmBatoLLaa Ao03a Ans Aetei coctasaset 10-20 mr/Kr maccsl
Tena/cyT 3a 2-3 npuema. [Ana obecneyeHns TO4HOro A03MPOBaHMA A0 5 NeT, HEOOXOAMMO UCMONb30BaTh
UAKME NepopasibHble 1eKapcTBeHHble GOPMbl KapbamasenuHa (AeTAM 40 6 1eT B SKCTPEHHbIX Cy4YanX).

War No2: ¢eHobapbuTan B/8 Bo3pact oT 0-18 net 20 mr/Kr (MakcMmym 1 1) OAHOKPATHO MAK B BUAE
Harpy3o4HOM A03bl, HO He BbicTpee Yem 1 Mr/Kr/MUH; NPOAO/KMUTENbHAA B/B UM NOAKOMKHAA MHDY3MS
BO3pacT meHee 1 mec. 2,5-5 Mr/Kr B CyTKK, B Bo3pacTe oT 1 mec. 40 18 neT 5-10 Mr/Kr B CyTKM (MaKCUMym
1r).

MannnaTMBHanA NOMOLLb NPU TOWHOTe/pBOTE:
Mpn HeEOBXOAMMOCTH Ha3HaYeHMe ABYX MPOTMBOPBOTHbIX MPENAPATOB — OLLEHUTb MX COYETAEMOCTb.
[nA BO3AENCTBUA HA CUMMNATUYECKYIO HEPBHYHO CUCTEMY:

= MeToKN0NpPaMua BHYTPb, B/M MAM B/B MeANEHHO WAM TUTPOBATb, MAKCMMAaNbHO CyTOYHasA [03a
500 mKr/Kr; nosa aetam B Bo3pacTte 40 1 mec. no 100 MKr/Kr 3-4 pa3a B CyTKM (TONbKO BHYTPb UM B/B),
B Bo3pacTe ¢ 1 mec.-1 roga (macca Tena o 10 kr) no 100 mKr/kr (Makcmym 1 mr pasosas go3a) 2 pasa
B CYTKM, B Bo3pacTe oT 1-3 roaa (Bec 10-14 kr) no 1 mr 2-3 pasa B CyTKK; B Bo3pacTe oT 3-5 neT (macca
Tena 15-19 kr) no 2 mr 2-3 pasa B CyTKW, B Bo3pacTe oT 5-9neT (macca Tena 20-29 kr) no 2,5 mr*3 pasa s
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OeHb; AeTam B Bo3pacTe oT 9-15 neT (macca Tena 30-60 Kr) no 5 mr*3 pasa B AeHb; AeTam 15-18 net (Bec
6onblie 60 Kr) no 10 mr*3 pasa B AeHb.

[Ins BO3AENCTBUA Ha XeMOPELIEeNTOPHYIO TPUITEPHYIO 30HY, NPOAOATOBaTbLIA MO3T, 61y Aal0WMiA HEepB:

= OHAaHCEeTPOH BHYTPb, B BO3pacTe OoT 1-12 neT no 4mr 2-3 pasa B AeHb, B Bo3pacTe oT 12-18 neT no
8 mr 2-3 pasa B feHb, B/B TUTpoBaHue (bonee 20 munH) uan B/8 cTpyiHo (bonee 5 MmUH) B Bo3pacTe
1-12 net no 5 mr/m? (MakcMmasnbHas pasosasn 4o3a 8 mr) 2-3 pasa B AeHb, B Bo3pacTe 12-18 et no 8 mr
2-3 pa3sa B AeHb, PEKOMEHAYEeTCs Ha3HaYaTb BMECTE CO CNabuTenbHbiMM (cnocobCTBYET BO3SHMKHOBEHMIO
3anopos). B cpeaHem npu TolHOTe/pBOTE A03a B Bo3pacTe 1-18 net coctasnnet 0,1-0,15 mr/kr 2-3 pasa
B CYTKM.

= [leKcaMeTa30H BHYTPb MM B/B KOPOTKMMM Kypcamu, B Bo3pacTe meHee 1 roaa no 250 MKr*3 pasa B
AeHb, Npy HeadpPeKTMBHOCTK yBeNNYMBATL 40 1 Mr*3 pasa B AeHb, B Bo3pacTe oT 1-5 neT HavanbHas
[o3a no 1mr*3 pasa B AeHb, MOXHO yBe/MuYMBaTh A0 2 Mr*3 pasa B AeHb, B Bo3pacTe OT 6-12 net
Haya/ibHaA 4033 No 2 Mr*3 pasa B eHb, MOXKHO YBENNYMBATbL 40 4 Mr*3 pasa B AieHb, B BO3pacTe cTaplie
12 net no 4 mr*3 pasa B AeHb

[Ins BO3AENCTBUA Ha XEMOPELIENTOPHYIO TPUMTEPHYIO 30HY:

= [anonepuaon BHyTpb, B BO3pacTe OT 12-18 net no 1,5 mr Ha Houyb, yBENMYMBAA NPU HEOHXOAMMOCTH
00 1,5 Mr*2 pasa B CyTKM (MakcMManbHO Mo 5 Mr*2 pasa B CyTKM), NPOAO/IKEHHAs NOAKONKHAA UK B/B
NHPY3MA B Bo3pacTe oT 1 mec.-12 neT cTapToBasn A03a 25 MKI/Kr/cyTkM (MakcMmanbHaa cTapToBas 403a
1,5 Mr/cyTKuM), 403y MOMKHO YBENMYMBATL A0 MaKCUManbHOM 85 MKr/Kr/cyTku, B Bo3pacTe oT 12-18 net
cTapToBas A03a 1,5 Mr/cyTKuM, BO3MOMKHO yBenYeHMe 40 5 Mr/cyTKu.

MannnaTmeHanA NOMOLLb MPU KPOBOTEYEHUMN:

OcobeHHOCTU NanAMaTUBHOMO yX0A4a: PasbACHUTENbHAA M MCUXOM0rMYeckas paboTta C PoauTeNsmu;
TEMHbIE MOMOTEHLA M CaNPeTKM; Npmu AECEHHbIX KPOBOTEYEHMAX — MATKasA LWETKa A9 YMCTKKM 3y60B,
aHTMBaKTepuasibHble CpeacTBa 418 MOA0CKaHMA pTa.

OcobeHHOCTU NanANaTUBHOrO NedeHUs: NPodUNAKTMKA KPOBOTEYEHMIA — Y MEHCTPYMPYIOLLEN AEBYLIKM
— Opa/ibHble KOHTPALENTMBbI, NPy AUCOYHKLUMM NeYeHn C HapylweHMemM CBepTbiBaHMA — npenapartbl
BMTaMMHa K nepopanbHO, Npu HU3KOM yPOBHE TPOMBOLMTOB — TPOMBOLMTAPHbIE TPAHCDY3NN.

MecTHOoe remocTaTU4ecKoe NeveHune: annamkaums annHedpmHa 1:1000 (CMOYMTb MapP/ItO M HANOXKNUTb Ha
PaHy MM KPOBOTOYALLYH CAM3UCTYIO 0DOMIOYKY); rEMOCTATUYECKME MOKPLITUA (ryOKM, NOAMKANpPOH)
MCNONb30BaTb HEMOCPEACTBEHHO HA MECTO KPOBOTEYEHWA; CUMCTEMHOE FeMOCTaTUYeCKOe eveHUe:
sTam3unnaT ot 10-15 Mr/Kr/cyT, KpaTHOCTb NPUMEHeHMA — 3 pa3a/cyT B paBHbIX 403aX. [1pn Hapy>KHOM
NPUMEHEHUM CTEPU/bHbLIM TaMMOH, NPOMMUTaHHbLIA 3Tam3nnaTom (B dopme pacTBopa A/ UHBEKLMNA)
HaKMa4blBAKOT HA PaHY.

= ButammH K — B Bo3pacTe oT 1 mec. Ao 12 net 300 mKr/Kr/cyTku, cTapwe 12 net 1 mr (BHyTpb 1AM
napeHTepasbHo).

= KapbamaszenuH — B Bo3pacTe A0 5 neT HavyanbHas ao3a 20-60 mr/cyT ¢ nosblweHnem Ha 20-60 mr
Kaskable ABa AHA, C 5 NeT HavyanbHaA Ao3a coctasnset 100 mr/cyT, ¢ nocneayowmm NosbileHMEeM Ha
100 mr B Heaento. Moaaepxunsatowas Ao3a coctasnaeT 10-20 mr/Kr maccol Tena/cyT 3a 2-3 npuema. [na
obecneyeHns TOYHOrO A03MPOBaAHMA A0 5 neT, HeobXxoAMMO MCNOAb30BaATb KUAKME MepopasibHble
NeKapcTBeHHble Gopmbl KapbamasenuHa (AeTam A0 6 NeT B SKCTPEHHbIX CAyYanx).
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[anbHelwee BeAEHMUE — MO YNYULIEHNIO COCTOAHMUA NAaLUMEHTbI BbIMUCbIBAOTCA AOMOW, NoA, HabaoaeHme

neauaTpa, Bpaya obLier NpakTMKn. B mecTax, rae 4octynHa mobuabHasa nannmatmsHas 6puragaa, ocMoTp
60/1bHOTO Ha AOMY MO 0HpalLaEMOCTMH.

NHAnKaTopbl 3¢PEKTUBHOCTU — KynpoBaHMe HONEBOro CMHAPOMA, PBOTbI, CYA0POT, KPOBOTEUEHMS.
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MHgpopmauusa 0na pooumeneli

OCTpbI1 MMENIONAHbIN NIEMKO3 HA3bIBAETCA TaKMKE OCTPbIM MWENob1acTHbIM 1EMKO30M M OCTPbIM
HennmdobnacTHbIM nenkoszom. OM/1 pa3suBaeTcs, Korgaa Bo3HuKaeT agedpekT JHK B He3penbix KneTkax
KOCTHOro mo3sra. TouHasa npuumHa OMJ1 HemssecTHa. OM/1 nposBAastoTcsa B 1t060M BO3pacTe U ABAAIOTCS
Hanbonee yacton popmoin OJ1y B3pocabix. OM/1 BbI3bIBAOT HEKOHTPOANPYEMbIN POCT 61aCTHBbIX, T. €.
He3pesbix KAETOK KPOBWM WM KOCTHOrO MO3ra, KOTOpble He MOryT HOPManbHO QYHKLMOHMPOBATL.
MNaumeHTol ¢ OMJ1 MMeT NOHUMKEHHOE KOAMYECTBO 3pesblX 3[40POBbIX K/IETOK KPOBM BCEX TUMOB:
3pUTPOUMTOB, TPOMOOLIMTOB U NEMKOLMTOB. B 3aBMCMMOCTM OT TMNa KNETOK, Ha KoTopble 6onesHb
rnaBHbIM 0bpaszom Bo3aercteyeT, OM/1 4ensaTca Ha HECKO/IbKO BMAOB. TOYHbIM AMArHo3 ycTaHaBAMBAIOT
nocne uccnenoBaHMa o6pasLoB KPOBM M KOCTHOro mo3ra. Boibop nedenHua npu OMJ1 3aBucKUT OT
pa3HOBMAHOCTM HonesHn 1 apyrmx GakTOpPOB, TaKMX KaK HaAM4vMe U TUM XPOMOCOMHbIX HapyLleHWN.
Cvumntombl OMJT TaKe 3aBUCAT OT pPa3HOBMAHOCTM 6Oone3Hn. Y MnNauMeHToB C MNOHMMKEHHbIM
coAepKaHMeM 3PUTPOLLUTOB NPOABAAIOTCA KNACCUYECKME CUMMNTOMbI aHEMUK: DbICTPaA YTOMIAEMOCTD,
oAbllWKa, baeaHbI UBET Anua. Y NauMeHTOB C HU3KMM COAEePKaHMEM TPOMOBOLIMTOB MOTyT BO3HMKATb
ONUTeNbHble KPOBOTEYEHMA N 06PaA30BbIBATLCA CMHAKM.

MNaumeHTol ¢ OMJT noytn Bcerga nonyyatoT XT, KOTOpaA Ha4yMHAETCA Cpa3y nocae YCTaHOB/EHWA
amarHosa. Llenb Takoro neyeHus, Ha3biBAeMOro WMHAYKUMOHHOW Tepanuein, AobuTbCcA pemmccnm wm
BOCCTAaHOBMTb HOpManbHoe KposeTBopeHue. Pemuccna OJ1 — HMBEAMPOBAHWE MATONOTMYECKMX
NPosBAEHMI npouecca noa BO3AEUCTBMEM MPOTUBONENKO3HOW Tepanuu. XT o4yeHb MHTEHCUMBHA U
B/IAET HE TO/IbKO Ha 3/I0KAYECTBEHHbIE, HO M Ha 3J0POBbIE KAETKM KPOBU, B pe3yibTaTe Yero nalmeHThl,
nonyyatowme MHAYKLUMOHHYIO Tepanunio, MOryT CTpaZaTb OT Pa3IMYHbIX NOHOUHbIX 3GDEKTOB, TaKMX KaK
TOWHOTa, €NabocCTb, MOBbIWEHHAA YYBCTBUTENbHOCTb K MHbEKUMAM. Y OONbLWIMHCTBA NAUMEHTOB B
TEYEHME HECKONbKMX Hedenb nocne WHAYKUMOHHOM Tepanuu BOCCTaHAaBAMBAETCA HOPMajbHOe
KpOBETBOpEHWEe U KoHcTaTupyeTtca pemuccma OMJI. B 3TOT MOMEHT NPUHMMAETCA peleHne o
NPUMEHEHMN TOTO MM MHOTO MeToAa AaNbHeMnWero neYyeHnsa. 3T0 MOXKeT bbiTb Npoao/ikeHne XT B
Lensx KOHCOMMAaUMM (3aKpenneHua) pemmccuu, HanpasreHHoe Ha 6o0/siee MOHOE YHUYTOXKeHMe
NEeNKO3HbIX KNETOK, M NOAAEPKMBALOLLAA TEpanua.

Lpyrot meToa neveHma — nposeaerHne anno-TKM. B KauecTBe MCTOUYHMKA FreMOMNO3TUYECKMX CTBOJIOBbIX
KNeTok (He3penble KAETKM — MpeallecTBEHHUUbI KPOBETBOPEHMA, M3 KOTOPbIX BMOCAEACTBUM
Pa3BMBaAOTCA 3 TUMNA KAETOK KPOBW: NENKOUMTbI, 3PUTPOLMUTBI M TPOMOOLMTLI) B HAcToAlLee Bpema
MCNONBb3YIOT KOCTHbIM MO3r, MYMOBMHHYIO KPOBb WA Nepudepryeckyto KpoBb AoHopa. Kakon Obl
MCTOYHMK He MCMO/b30BaCA, CTBONOBbLIE KNETKM BBOAATCA B/B B OPraHM3M NaumeHTa noc/ie nposeaeHus
BbICOKOA03HOM XT MAM /ly4eBOMN Tepanum, NPu3BaHHOM MOJAHOCTBIO YHUUTOMMUTL NEMNKO3HbIE KNETKM
naumeHTa. MNpeaTpaHcnaaHTaUMOHHAA XT YHUUTOXKAET TaKKE MMMYHHYIO CMCTEMY MaLUMEHTa, KOTOPYHO
BBOAMMbIE KNETKMN AOHOPA A0/1KHbI BOCCTAHOBUTb.

AnnoreHHaa TpaHcnaaHTauma TpebyeT HaAMyiMa pPOACTBEHHONO WAW  HEepoACTBEHHOro A0HOPa,
rMCTOCOBMECTUMOro € nauyeHtom no cucteme HLA. B KayecTBe poacTBEHHOro AoHopa o0b6blYHO
BbICTYNaeT poaHon 6paT nam cectpa. He3aBMCMMO OT TOrO, POACTBEHHbIN UM HEPOACTBEHHbLIN AOHOP
HalaeH, npoueaypa TPAHCNNAHTaLMM OAHA 1 Ta XKe: NPOM3BOAMTCA 3aH60P reMon03TUYECKMX CTBO/IOBbIX
KNETOK A0HOPa, KOTopble 3aTeM B/B BBOAATCA NALMEHTY.

77



CnncoK nutepatypsbl

Mpotokon neveHna AML-BFM 2019.

The EBMT Handbook. 5 Edition. 2008.

Manual of pediatric hematology and oncology. Philip Lanzkowsky and andere. 5 edition. 2011.
National Palliative Care Guidelines 2013.

. Feld R. Bloodstream infections in cancer patients with febrile neutropenia. Int J Antimicrob Agents
2008;32 (Suppl) S30-S33.

6. Kaatsch P, Spix C: German Childhood Cancer Registry - Jahresbericht / Annual Report 2013/14 (1980-
2013). Institut fur Medizinische Biometrie, Epidemiologie und Informatik (IMBEI), Universitatsmedizin
der Johannes Gutenberg-Universitat Mainz 2014 [URI: http://www.kinderkrebsregister.de/ dkkr/
veroeffentlichungen/ jahresbericht/ jahresbericht-201314.html].

7. Niewerth D, Creutzig U, Bierings MB, Kaspers GJ: A review on allogeneic stem cell transplantation for
newly diagnosed pediatric acute leukemia. Blood 2010.

8. 2010 by American Society of Clinical Oncology 0732-183 X / 10/2815-2584/$20.00 DOI:
10.1200/JC0.2009.22.4857.

9. EUROpean Ewing tumour Working Initiative of National Groups, Ewing Tumour Studies 1999, EE 99,
Version 3a, 14th September 2010 http://www.kinderkrebsregister.de/ dkkr/ veroeffentlichungen/
jahresbericht/ jahresbericht-201314.html].

10. Reiter A: Non-Hodgkin Lymphoma in Children and Adolescents. Klinische Padiatrie 2013, 225(S
01):587-S93 [PMID: 23700066].

11. Integrated management of adolescent and adultiliness interim guidelines for first level facility health
workers. WHO.

12. Elting LS, Lu C, Escalante CP et al. Outcomes and cost of outpatient or inpatient management of 712
patients with febrile neutropenia. J Clin Oncol 2008; 26: 606—611.

13. Cuidelines for the adminis parenteral nutritrion Canada 2010.

14. Simon C., Daniel R. Metagenomic analyses: past and future trends // Appl Environ Microbiol. 2011,
Feb; 77 (4): 1153-1161.

15. Tooley KL, Howarth GS, Butler RN. Mucositis and non-invasive markers of small intestinal function.
Cancer Biol Ther 2009; 8: 753—758.

16. Support Care Cancer. 2011 Mar;19 Suppl 1:537-42. doi: 10.1007/s00520-010-0994-7. Epub 2010
Sep 9. Antiemetics in children receiving chemotherapy. MASCC/ESMO guideline update 2009.

17. Recommendations for the use of WBC growth factors: American Society of Clinical Oncology clinical
practice guideline update.//American Society of Clinical Oncology clinical practice guideline update. J Clin
Oncol. 2015 Oct 1;33(28):3199-212. [98 references] PubMed.

18. Effect of albumin on diuretic response to furosemide in patients with hypoalbuminemia
/Doungngern T1, Huckleberry Y, Bloom JW, Erstad B. //m J Crit Care. 2012 Jul;21(4):280-6. doi:
10.4037/ajcc2012999.

19. Tumor lysis syndrome: Prevention and treatment//uptodate.com.

20. Guidelines for the Administration of Enteral and Parenteral Nutrition in Paediatrics. Canada.Third
Edition, June 2007.

21. Pediatric Fluid and Electrolyte Management/NHS. Pediatric clinical guidelines. Emergency. 2008.
22. Clinical practise guiedelines. Treatment for acute hyperkaliemia in adults//UK renal association.
2012.

23. Evaluation and treatment of functional constipation in infants and children: evidence-based
recommendations from ESPGHAN and NASPGHAN.NGC 2014.

N

78



79



80



V36exucron Pecriy6mmxacu
COFIIMKHY caKjiall Ba3UPUHUHT
2022 iini 19-nexadpaaru
328-connu Oyiipyrura

V3BEKUCTOH PECMYB/IMKACU COF/IMKHU CAKJIALLI BASUPJIUTU
WHHOBALMOH COF/IMKHU CAKNALL MUNJTUA NANATACHU
BONANAP rEMATONOINNA, OHKO/N0IrnAa BA KIMHUK UMMYHO/I0TUA MAPKA3H

5
O

INNOVATSION
SOG'LIQNI SAQLASH
MILLIY PALATASI

Nnmpobnact Ba muenong nemkosnap byimua Tawxmcnall Ba A4aBosall CTaHOapPTAApU

TOLUKEHT 2022

3-UJIOBA



Nwum rypyx paxbapu:

Abamxakmmos A.H.

Nwum rypyx, Tapkmubu:

N6parnmosa C.3.

Bonanap remaTonornsa, OHKONOIrMA Ba KANHUK
MMMYHON0TMA MapKasn ampekTopu, T.¢.4., npodeccop

Bonanap remaTonornsa, OHKONOrMA Ba KANHUK
MMMYHON0TMA MapKasn bow WwndoKopu,T.¢.H.

babaxaHosa H.H.

Wwndokop-rematonor, bonanap remaToNornsa, OHKOAOrMA
Ba K/IMHUK MMMYHO0TMA MapKa3n 1-6yanmm paxdbapu

Apwunosa H.b.

Wwndokop-rematonor, bonanap remaToNornsa, OHKOAOrMA
Ba K/IMHUK MMMYHO0TMA MapKa3n 2-6yanmm paxdapu

Hurmatos X.K.

Wwndokop-rematonor, bonanap remaTonorna, OHKONOrMA
Ba K/IMHUK MMMYHO0TMA MapKa3n 3-6yanmm paxdapu

NcmaTtoBsa [.H.

Wwndokop-rematonor, bonanap remaTonorna, OHKONOrMA
Ba K/IMHWUK MMMYHO0TMA MapKa3n KOHCYNTaTUB-
NNArHOCTUK BYIMmmK paxbapu

MeTtopgonoruk épaam:

Apnraposa K.T., T.d.H.

NHHOBALIMOH COFNIMKHM CaKkaall MUAAMA Nnanatack KAnHMK
NPOTOKO/INAP Ba CTaHAAPTNAAPHM MLWNab YNKMLL Ba TaabOWK
3TMW BowKapmacu bownnsn

YcmonoB C.K.

MHHOBALUMOH COFAMKHM CaKNall MUANMIA NanaTack KAnHWK
NPOTOKO/INAP Ba CTaHAAPTNAAPHM MLWNAb YNKMLL Ba TaaOUK
3TnW BowKapmack bownunsn ypruHbocapn



YTkup HoanddepeHuan nelikosnap Ba aumdobnactnapiaH TawKapu 6oLWKa YTKUP neikosnap 6Yinya TM66Mi Epaam KypcaTull CTaHAApTY

MKB-10 6yinya KoanaHuwin: C92.0,C92.4,C92.5,C93.0,C94.0,C95.0

OnarHocTuK Ba Aasonall TMb6uin Tanbupnap

Tnb6mit Epaam KypcaTu gaparkacy byinunua TeKwu-
OnarHoctuk Tandbupnap Tnb6Mit XM3maTnap HoOMM TTE/ BUN pyBnap flasonau
oun on KTMN ' PECIN. MAPKA3N MyanaTu
LT MAPKA3M CoHM s
1. OTonapwnHronor + + + + + 1
2. OdpTanbmonor + + + 1
3. CtomaTonor + + + + + 1
4. Hesponatonor + + + + + 1
5. Kapauonor + + + + + 1
MyTaxaccuc LWwnpoko 6. Tunexonor
Y MacAaxaTh P 7. DQHAOKPUHOAOT + + 1 28-30 kyH
A 8. MNcuxotepaneBT 3apypaTra Kypa
9. PeaHnmartosnor + ‘ + +
10. dTmsnatp 3apypaTra Kypa
11. OunaBuit Wnpokop + + + + + + 2
12. Ffematonor + + + + 2
13. OHKonor + + + + 2
N30ox
1. KOHHUHI KJINMHUK N N N N N )
Tax/IMIm
2. CyAaK KYMUTU LMUTONOMMK N N 1
TEKWMpPYBM
3. LNTOKMMEBUI TEKLLNPYB + + 1
NabopaTop TeKwupys
4. UmmyHodbeHoTUN
ycynnapu + 1
TEKWMpPYBM
5. UnToreHeTnK TEKWMPYB + 1
6. KOHHMHT BUOKMMEBUI
+ + + + 2
Tax/IMIm
7. YMYMUIA OKCUN + + + + 2




8. bunnpybut

+ + + 2
dpakumsnapmn bunax
9. AnT + + + 2
10. AcT + + + 2
11. MoueBuHa + + + 2
12. KpeaTuHMH + + + 2
13. Konank asor + + + 2
14.04r + + 1
15. dnekTponnTnap + + 1
16. CUNONKHUHT YMYMUIA N N N 5
Taxanan
17. KOHHWHT N N 1
OaKTEePMONOTMK IKMaACK
18. TOMOKHWHT
+ + 1
HOaKTEePMONOTMK IKMaACK
19. KoH rypyxm Ba pe3syc- N N N 1
oMU
20. l'enatnt B, C 1
21.0UTC 1
22. UIMMYH CTaTyCHM N N 1
TEKLIMNPULL
23. UnTomeranosmpycra N N 1
TEKLINPULL
24. OkennHn PML/RARra N 1
TEKLINPULL
25. KeHraltmpunrat
+ + 1
Koary/aorpamma
26;HeqmnopeHKo6ymmqa N N N 1
CUNAMK TaxJInAn
27. KoHaaru rnokosa N 1
MWK O0PY
N30ox
NHCTpyMeHTan TeKwunpys L. KT s s s L
T 2. YTT bynpak, »urap, Kopa N N N 1

TaNoOK,




3. 9xo-KI + + + 1
4. PeHTtreHorpadwus N N N N 1
E}S(.TKpraK Kadacu ab3onapu N N 1
6. KopuH 6yLwnmsn N N 1
ab3onapun KT
7. bow mua MPT + + 1
8. bow mua KT
N30ox
Nago Tnbbuin Epaam KypcaTuil aaparkacu bynunya
L[ opn-BOCUTAHUHT TeKwu- Fermma
KoHcepBaTuB (xankapo naTeHTAaHMaraH) TTB/ BUN. pyBnap
ﬂ,OpM-BOZMTaHMHI' HOMU ouwn on KTMN WITE MAPKA3M PECN. MAPKA3M ot MyanaTu
ATX-TacHndm 6yinnya Koam
LO1BCO1 LlnTabapmH + +
LO1DBO6 NoapybuumH + +
LO1CBO1 3tonosung (VP-16) + +
LO1DBO7 MMWTOKCAHTPOH + +
BO5BAO03 rnoko3a 5% + +
BO5BBO1 HaTtpua xnopua 0,9% + +
BO5CBO4 ;'aST,;MH TApoKapooHar , , , 28-30 KyH
BO5XA01 Kanua xnopug, + + + + +
CO3CA01 dypocemum, + + + + +
MO4AAO1 AnnonypuHon + + +
AO4AA01 OHAaHCeTpPOH + + + +
AO4AA02 [paHMCeTPOH + + +
AO4AAQ3 TponunceTpoH + +




YTKUp numeobnact neikosnap 6yinua TM66M Epaam KypcaTUL CTaHAApTY

MKB-10 6yinya KoanaHuwu: C91.0
OnarHocTuK Ba Aasonall TMbbuin Tanbupnap
Tnb6mit Epaam KypcaTu gaparkacu byiunua TeKwu-
OnarHocTuk Tandbupnap Tnb6Mit X3maTnap HoOMM TTE/ BU. pyBnap flasonau
ouwn on KTMN WITE MAPKA3Y PECN. MAPKA3M oMM MyanaTv
1. OTonapuHronor + + + + 1
2. OdpTanbmonor + + + 1
3. CtomaTonor + + + + 1
4. Hesponatonor + + + + 1
5. Kapauonor + + + + 1
6. [MHeKonor 3apypaTra Kypa 1
MyTa)S:E}:I:XL;TfOKOp 7. DQHAOKPUHOOT + + + + 1 28-30 kyH
8. NcuxotepaneBT 3apypaTra Kypa
9. PeaHunmartosor 1 1 ‘ 1 1
10. dTmsnatp 3apypaTra Kypa
11. OunaBuit Wndpokop + + + + 2
12. Ffematonor + + 2
13. OHKonor + + 2
N30ox
1. KOHHWHT KAMHUK N N N N N )
Tax/IMIm
2. CyAaK KYMUTU LMTONIOTUK N N 1
TEKLWUPYBU
NabopaTop TeKwupys 3. UMTOKMMEBMI TEKWNPYB + + 1
ycynnapu 4. UmmyHodbeHoTUN N 1
TEKLWUPYBU
5. UnToreHeTnK TEKWMPYB + 1
6. KOHHMHT BUOKMMEBUI
+ + + 2

Tax/IMIm




7. YMyMUI OKCUAN + + +
8. bunupybuH + + + 2
bpakumsnapmn bunax
9. AnT + + + 2
10. AcT + + * 2
11. MoyeBuHa + + + 1
12. KpeaTUHWH + + + B
13. Konauk asot + + 1
14. NAr + * 1
15. neKkTponutaap + + 1
16. CUNONKHUHT YMYMKI + + + + + 1
Tax/IMIm
17. KOHHWHI + " 1
HOaKTePMONOTMK IKMaACK
18. TOMOKHWHT

+ + 1
HOaKTePNONOTMK IKMaACK
19. KoH rypyxm Ba pe3syc- + + + 1
oMun
20. FenatT B, C + + + 1
21. OUTC + + * 1
22. IMMYH CTaTyCHM " 1
TeKWMpULL
23. Untomeranosupycra + " 1
TeKWMpULL
24. Okevnun PML/RARra + 1
TeKWMpULL
25. KeHraltmpunrat

+ + 1
Koarynorpamma
26;HeqmnopeHKo6ymmqa + + + 1
CUMONK Tax/ M
27. KoHAaru riookosa + " 1
MUKA0PM

N30ox

[ 1. 9Kr | i + ¥ 1




2. YTT bynpak, »Kurap, Kopa

+ + + + 1
TaNoOK,
3. 9xo-KI + 1
4. PeHTtreHorpadwus + 1
NHCTpymeHTan TekwunpyB | 5. Kykpak Kadacu ab3onapu N N 1
ycynnapu KT
6. KopuH 6yLwnmsn N N 1
ab3onapu KT
7. bow mua MPT 1
8. bow muna KT 1
N30ox
Tnbbuin Epaam KypcaTuil aaparkacu bynunya
flaso L[ Oopn-BOCUTAHNHI TeKkwu-
KoHcepBaTus (xankapo naTeHTnaHmaraH) TTB/ BU/L. oyBAap asonaL
T — HOMU ouwn on KTMN WITE MAPKA3M PECMN. MAPKA3U o My4aaTH
ATX-TacHudwm 6yitnua Koam
HO2ABO6 MpenHn3010H + + +
LO1CAO2 BUHKPUCTMH + +
LO1DBO02 HayHopybuumH + +
LO1XX02 L-acnaparnHasa + +
LO1BAO1 MeToTpeKkcaT + +
LO1AAO1 Llnknopochammp, + + 28-30 KyH
LO1BCO1 LnTo3nH-apabuHosmng, + +
LO1BB0O2 6-mepranTonypuH + +
HO2AB02 JeKkcameTasoH + + +
LO1DBO1 AoprammnumH + +
LO1BBO3 TuoryaHuH + +




CypyHKanu mmenonenkos bynuya Tnobumin épaam KypcaTuil cTaHOapTH

MKB-10 6yinya KoanaHuwu: C92.1
OnarHocTuK Ba Aasonall TMbbuin Tanbupnap
Tnb6mit Epaam KypcaTu gaparkacu byiunua TeKwu-
OnarHocTuk Tandbupnap Tnb6Mit X3maTnap HoOMM TT6/ BUN pyBnap flasonau
own on KTMN ' PECMN. MAPKA3U My£naTu
LITB MAPKA3/ CoHM s
1. OTonapuHronor + + + + 1
2. OdpTanbmonor + + + 1
3. CtomaTonor + + + + 1
4. Hesponatonor + + + + 1
5. Kapauonor + + + + 1
6. [MHeKonor 3apypaTra Kypa 1
MyTa),(vT:;:I;: L;T:)OKOp 7. DQHAOKPUHOOT + + + ‘ + 1 28-30 kyH
A 8. MNcuxotepaneBT 3apypaTra Kypa
9. PeaHunmartosor ‘ + ‘ + 1
10. dTmsnatp 3apypaTra Kypa
11. OunaBuit Wnpokop + + + + + + 2
12. F'ematonor + + +
13. OHKonor + + + + 1
N30ox
1. KOHHUHI KJINMHUK N N N N N )
Tax/IMIm
2. CyAaK KYMUTU LMUTONOMMK N N 1
TEKLWUPYBU
3. LNTOKMMEBUI TEKLLNPYB + + 1
NabopaTop TeKwupys
4. UmmyHodbeHoTUN
ycynnapu + 1
TEKLWUpPYBU
5. UnToreHeTnK TEKWMPYB + 1
6. KOHHMHT BUOKMMEBUI
+ + + + 2
Tax/IMIm
7. YMYMUIA OKCUN + + + + 2




8. bunnpybut

+ + + 2

dpakumsnapmn bunax
9. AT + + + 2
10. AcT + + * 2
11. MoyeBuHa + + + B
12. KpeaTUHWH + + + B
13. Konguk, asot + + + 1
14. NAr + + 1
15. neKkTponutaap + + 1
16. CUNONKHUHT YMYMUN + + " 1
Tax/IMam
17. KOHHUHI + " 1
OaKTEePMONOTMK IKMaACK
18. TOMOKHWHT

+ + 1
HOaKTEePMONOTMK IKMaACK
19. KoH rypyxm Ba pe3syc- + + + 1
oMU
20. Tenatut B, C 1
21. OUTC 1
22. VIMMYH CTaTyCHM " 1
TeKWMpULL
23. Untomeranosupycra + " 1
TeKWMpULL
24. OkewnHn PML/RARra + 1
TeKWMpULL
25. KeHraltmpunrat

+ + 1
Koarynorpamma
26;HeqmnopeHKo6ymmqa + + + 1
CUMONK Tax/ M
27. KoHAaru riookosa + + + 1
MUKA0PM
28. Nwkopui docdhoTasa + + 1
29. TUMOA cMHamacK + + B
30. Cyak Kymurum " 1

KapAMONOrMK TEKLLMPYBY
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31. KoHAaa ékum cyak

+ 1
Kymurmuaa ber-abl aHnknaww
N30ox
1. 3KT + + + 1
2. YTT bynpak, »Kurap, Kopa N N N N N 1
TaNoOK,
3. 9x0-Krl + + + 1
4. PeHTtreHorpadwus + + + 1
5. KYyKpak kadacu ab3onapu N N 1
NHCcTpymMeHTan Tekwunpys | KT
ycynnapu 6. KopuH 6yLwnmsn N N 1
ab3onapun KT
7. bow musa MPT + + 1
8. bow mua KT + + 1
9.230rac + + 1
10. Munenorpamma + + 1
11. TpenaHobuoncua + 1
N30ox
Tnbbuin Epaam KypcaTuil aaparkacu bynunya
flaso L[ opn-BOCUTAHUHT TeKwu-
KoHcepBatus (xasKapo naTeHTaHMaraH) il 5 TTE/ BUJI. - 5 pyBAAD Hasonaw
TR —— HOMMU Mn Mn KTMMN WITE MAPKA3M PECI. MAPKA3A coHu myanatm
ATX-TacHudwm 6yitnua Koam
LO1EAO1 NmaTnHmnb + +
LO1XX05 M'mapokcnkapbammng, + + 28-30 KyH
MO4AAO1 AnnonypuHon
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