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CHucok coKpalneHuu

BiTE AT — oucnenududaeckuii akruBatop T-KIeTOK

BFM - Berlin-Frankfurt-Munster; Hemenkass ucciemoBarenbckas Tpynmna MO H3YYECHHIO OCTPOTO

AuMQoO6IacTHOTO JieHKo3a
CD — xnactep nuddepeHInpoBKu

EGIL — European Group of Immunological Markers for Leukemias; EBpomeiickas rpynma mo

MMMYHOJIOTHYECKOW XapaKTEPUCTUKE JIEUKO30B
FISH - ®nyopecuentHas rubpuauzaanus in situ

MB - MockBa—bepinn; Pocculickasg wuccienoBareinbckas TIpylmna [0 JIEYEHUID  OCTPOTo

nuMpoOIacTHOTO JielKo3a y JeTei

TCR —T cell receptor; T-kJI€TOUHBIN PELETITOP

AJIT — amarmaaMuHOTpaHCcPepasza

ACT — acnapraramuHoTpaHcepaza

BO3 — Bcemupnas Opranuzanus 3apaBooXpaHeHus

BII-OJIJI — octpsriit muMdoObiacTHbI J1eliko3 u3 B-Ki1eToK-MpeanecTBEeHHUKOB
[-KC® — pexoMOMHAHTHBIN TPaHyIOINUTAPHBIA KOJIOHUECTUMYIUPYIOMNN (HAKTOp YeToBeKa
J.M.H. — TOKTOP MEIUIIMHCKUX HAYK

NTK — uHruOUTOpsl TUPO3UHKHUHA3

KW — kimHU4YecKHe ucciieIoBaHus

KM — kocTHBINH MO3T

KT — xommerorepHas Tomorpadust

JIAI" — nakTatnernaporenasa

MKSB 10 - mexxayHaponHas kinaccudukaiys 6onesneit 10-ro mepecMmotpa
MOB — MuHuManbpHasi ocTaTo4Hast 00JIe3Hb

MPT — marHUTHO-pe30HAHCHAsI TOMOTpadus

OAK — 00muii (KTMHUYECKHI) aHATTN3 KPOBU

OJIJI — ocTpslit muMpoOIaCTHBIN JEHKO3



OT-IILIP - o6parHO-TpaHCcKpuITa3Has moaumepasHas nennas peakuus (I11[P)
IIP — nosHas pemuccus

[IXT — nonuxumuorepanus

[TLIP-PB — I1LIP B pexxumMe peanbHOro BpeMEHHU

COJI — cuHApPOM OCTPOTO JIU3HUCA OITYXOJIU

TT'CK — TpaHCIIaHTALMs TEMOMO3THYECKUX CTBOJIOBBIX KIIETOK

T-OJIJI — T-nuHelHbli ocTphlit TUM(OOIACTHBIN JIEHKO3

V3U — ynbTpa3ByKkoBOE UCCIICIOBAHUE

®ADB — ®panko-AmMepuko-bpruranckas KooneparuBHas rpyIma

XT — xumuorepanus

MHC — nenTpanpHas HEpBHas CUCTEMA

UMH — yepenHo-M03roBbI€ HEPBBI

OKT — sanexrpokapauorpadus

9x0-KI" — sxokapauorpadus

** _ JKM3HEHHO HEOOXOAMMBIC M BaYKHEUIIIE JIEKAPCTBEHHBIC TIPETmapaThl

# - npcerapar, HpHMCHHIOH.[HfICH HC B COOTBCTCTBHMH C IIOKa3aHUAMHU K IIPUMCHCHUIO U
INPOTHUBOIIOKA3aHUAMU, criocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAINMMHUCA B HHCTPYKOUHU II0

MIPUMEHECHHIO JIEKapCTBEHHOTO Tpenapara (o d-meiom)



TepMuHBI U onIpeaeICHUS

Octpbiii  aumdodaacTabiii Jeiiko3 (OJIJI) — 5T0 370KauecTBEHHOE 3a00JIEBAaHUE CHUCTEMBI
KPOBETBOPEHHMSI, COCTOSIIIEE B TOSIBICHUM OIyXOJIEBOTO KIOHA M3 KIETOK — KPOBETBOPHBIX
MPEIIECTBEHHUKOB JTUHUHN JTUMPou1HON n1udPepeHIInpOBKH

Ph-no3utuBuplii OJIJI (Ph+-OJIJI) — OJIJI ¢ namuuuem tpancinokauuu (9;22)(q34;ql11) — u
oOpazoBanueM xumepHoro rena BCR-ABLI.

BCR-ABLI-nonoouwbiii OJIJI — nonrpynmna OJIJI, He umeromas tpanciokanuu (9;22)(q34;q11), Ho ¢
npoduiieM 3KCIpeccuu TeHoB, cXOkuM ¢ BCR-ABLI-nosutuBHeiM OJUJI cBuaerenbcTByromeM 00

aktuBaniun ABL1 u JAK2 THpO3MHKMHA3HBIX CUTHANBHBIX myTel). OTMeuaroTcst peappaH:KUpOBKH
CRLF2, ABLI, JAK?2, IKZF1, EPOR, PDGFRB wu nip.

ETP-OJIJI - OJIUI u3 pannux T-knetok-npeamectBeHHUKOB (early T-cell precursor ALL), umeromuii
xapaktepHbli ummyHodenotun (CD3 BHyTpukiaeTodHo, Hu3kas (Mmenee 75%) skcrmpeccus CDS,
orcytcrBue sKkcnpeccun CDla u CDS, skcnpeccust X0Tst ObI OTHOTO U3 MHUEJIOMIHBIX aHTUTC€HOB WIIH
aHTUTEHOB KJIeTOK-TpeamecTBeHHUKOB (CD13, CD33, CD11b, CD117, CD65, CD34, HLA-DR).

IlosiHasi pemuccHsi — OTCYTCTBHE KIMHUYECKHX TMPOSBICHHUM 3a0oiieBanust npu Hamumuuu < 5%
OJIACTHBIX KJIETOK B KOCTHOM MO3Ir€ IPU HOPMAJIbHOM COOTHOLIEHUU JPYTHMX POCTKOB KPOBETBOPEHUS

1 OTCYTCTBUHU DKCTPAMENYJUISIPHBIX POSBICHUN.

MOJICKy.JIﬂpHaﬂ PEMHUCCUSA — O3TO IIOJHAA KIIMHUKO-IEMATOJIOTHMYCCKasA peMUCCUA IIPpHU OTCYTCTBUU B

KOCTHOM MO3I'C UCXOAHO OIPCACIIABIINXCA MOJICKYJIAPHBIX MapPKCPOB OCTPOTO JIefiKo3a.

PeuuauB — »5TO TosABIEHHE MOP(DONIOTHYECKH BBISIBISIEMBIX ONACTHBIX KIETOK C JICHKO3-
ACCOIMMPOBAHHBIM MMMYHO(EHOTHUIIOM TIOCJIC TEpHOoJia, B TEUCHHUE KOTOPOTO HACHTHU(HUIIMPOBATH
OIyXOJIEBbIE  KJETKU  IUTOJOTMYECKMMHM  METOJaMU  HE  MPEACTAaBISUIOCh  BO3MOMKHBIM.
Kocmmnomo3szoeoii peyuous — oOHapykeHHE B KOCTHOM wMo3re 25% wm 0Oojiee OITyXOJEBBIX
mumdobaacToB, 06e3 omHOoBpemMeHHoro mopaxkenus I[[HC w/mnmm apyroro skcTpamemyiaspHOTO
nopaxeHusi 1ociie KoHcrarauuu pemuccuu. I[HC-peyuoue (neitpopeuyuoug) — TIOSBICHUE
nuM(poOIacTOB B JIMKBOPE TMPU LUTOJOTMYECKOM UCCIIEIOBAaHUHU, a TaKKe HEBPOJIOrHuecKas
CUMIITOMATHKa, HE CBSI3aHHAS C JPYTUMH 3a00JEBaHUSAMU U TOBpEeKIeHUAMH. [Ipu BHyTpUuepenmHOM
obpazoBanuu Ha KT/MPT u nipu oTcyTcTBHM OJIaCTHBIX KJIETOK B JIMKBOPE, KPOBH M KOCTHOM MO3TE,
JUIsL TMarHOCTUpOBaHus u3oiaupoBaHHoro peuuaupa [THC HeoOXoquMo MOIYYUTH THMCTOJIOTMYECKOE
MOJITBEPKACHUE WU TIpoBecTH oaHodoToHHyto sMuccuoHHyio KT rojmoBHoro mosra. B kocTtHOM
MO3T€ YHCJIO OIMYyXOJEBHIX OJIACTHBIX KIETOK JOJKHO COCTaBIATH MeHee 5%. Tecmuxynapmuli
peuuoug¢ — W30JUPOBAHHBIA PpEUUIUB SUYKA JUACHOCTUPYETCS MpPHU MOSBICHUM OJHO- WIH
JIBYCTOPOHHETO 0e300JIe3HEHHOT0 SIMYKa W 3HAYUTEIBHOTO YBEIWYEHHUS €ro IUIOTHOCTU MpHU
najgblalid TpU HATWYUM B KOCTHOM Mo3re <5% omyxoseBbiX JIuM(GOOIaCTOB U OTCYTCTBHUH
nopaxkenuss [THC u TpeOyeT TUCTOIOrMYECKOro MOATBEpKIcHUs. Kombunuposannwvie peyuousnt:
coyeTaHue JBYX U OoJiee MOpaKeHUU pazNuyHON Jokaau3auuu. [Ipu KOMOMHMPOBAHHBIX PELUANBAX
KOCTHBIM MO3T CUHMTAETCS TMOpPaXEHHBIM Mpu Hamuuuu 5% u Oonee omyxosneBbIX JUM(GOoOIacToB.

Ilo30nuii  peyuoue — penuanB, BO3HHUKIIMK Yepe3 moiroga W Ooynee TOCIE OKOHYAHUS



NOJICP)KUBAIOIIEH Tepanuu. Pannuit peyuous — peryanB, 3apeTUCTPUPOBAHHBIN paHee, YeM uepes
MOJITOJJa OT MOMEHTA OKOHYAHMWsI TMOJJIEPKUBAOIICH Tepanuu, HO Mo3aHee 18 mecsieB oT Hayajia
Tepanuu. Quensv panHuil (céepxXpanHuil) peyuoue — pelyuvB, pa3BUBIIHIICA B CPOK 110 18 mecsueB ot

Hayasa Teparuu.

MoJiekyasIpHBIH PEeUUAUB — OTO MOSBICHUE HMCXOAHO ONPEIEISABIIMXCS MOJEKYISIPHBIX MapKEpOB
OCTPBIX JICMKO30B B JIByX MOBTOPHBIX aHaIU3ax (IIPOBEIEHHBIX C KOPOTKUM MHTEPBAJIOM BPEMEHH) Ha

(hoHE COXpaHSIOIICHCS KIIMHUKO-TEMaTOJIOTHUYECKOU PEMHUCCHH.

MunumanbHas ocrarounasi 6ojqe3Hb (MOb; minimal residual disease — MRD) — nanuuue
OCTaTOYHBIX JICMKEMHUYECKUX KIETOK Yy TMAalMeHTa B PEMHUCCHUU, HE BBISABISIEMBIX PYTHUHHBIMU
MOpP(GOJIOTUYECKUMU ~ METOIaMU, HO  ONPEIENISeMbIX IPU TOMOIIM  BBICOKOYYBCTBUTEIBHBIX
naboparopubix TexHosoruit (IILIP B peanbHOM BpeMEHM W/WIM MHOTOLUBETHOH MPOTOYHOU

IIUTOMETPHUEH ).

BeccoobiTHiinasi BbIkUBaeMocThb (event-free survival — EFS) — paccunTbiBaeTCs OT JIaThl Havasa
JIGYCHUSI JI0 JIFOOOTO «OTPHUIIATEILHOTO» COOBITHS WM JaThl TOCHeAHEH sBKU marueHTta. [lon
«OTPHUIIATETLHBIM» COOBITHEM ITOHUMAIOT PEIUINB, CMEPTh IO 000N MPHUYHWHE, PAa3BUTHE BTOPOU
OITYXOJIM WU pePpaKTepHOCTh (OTCYTCTBHE TOTHOW PEMHUCCHUU B CPOKH, OMPEICICHHBIC MPOTOKOIOM

TEparnum).

Oo6mas BbikMBaemMocthb (overall survival — OS) — paccuuTbhIiBaeTCs OT JaThl Hayaja JEYCHHUS /10
CMEPTH TaIMeHTa 1o 000l npuuuHe. [lanneHToB, cynp0a KOTOPBIX HEM3BECTHA, IICH3YPUPYIOT B TOT

MOMCHT, KOTr'aa OBLI0 HN3BC€CTHO, YTO OHMH KHBBI.

I/IHIIYKIII/IH — 9TO ICpUOA HA4YaJIbHOI'0 JICHCHH:, LCJIbIO KOTOPOIro ABJISACTCA MaKCUMAJIbHO 6I>ICTpOG n
CYHICCTBCHHOC COKpPalICHUC OHyXOJIGBOﬁ MacCCbl M OOCTHIKCHHC MOJIHOM pPEMHUCCHUHN, HA3bBIBACTCS

MEPUOJAOM UHIYKIIHU.

KoHcosmaanust — BTOpOMl J3Tam Tepanuu, HANpaBiICHHBIM HAa 3aKpEIUIEHHE JIOCTUTHYTOTO
MPOTUBOOMYX01eBOro 3dekra. 3agadeil FTOro nepuoja ABIAETCS MO BO3MOXKHOCTH euie OoJbliee

YMCHBIICHUC YHCJIa OCTAIOIIUXCA IMTOCJIC MHAYKIINH JICUKEMHUYECKHUX KJICTOK.

l'[ozmepntalomaﬂ TEpalud — 5TO JIMTCIbHAA LHUTOCTATHUYCCKAA TCpallusd B HEOOJIBIITNX J03ax,

HaIrpaBJICHHAA HAa YHUYTOXCHHNC BO3MOKHOI'O OCTATOYHOI'0O OITyXOJICBOI'O KJIOHA.



1. Kparkast ungopmanus

1.1 Onpenesienne 3a00/1eBaHNS WJIN COCTOSHUSA (ITPyNNbI 3200/ 1eBAHUA WJIH
COCTOSIHMH)

Octperit  mumdoodmacTaeii  neiiko3 (OJIJI) — 910 37m0KadecTBeHHOE 3a00JCBAaHUE CHUCTEMBI
KPOBETBOPEHHUS, XapaKTEePU3YIOIIeecs HEKOHTPOJIUPyeMoil mponudepaliueii omyxojieBoro KJjIOHa W3
KJIETOK — KPOBETBOPHBIX  MPEALIECTBEHHUKOB JIMHUM  JIUMGOUAHON  Au(epeHIINPOBKH,
COCTaBJISIIOIIETO HE MeHee 25% OT Ipyrux sAepHBIX KIETOYHBIX AJIEMEHTOB KOCTHOTO MO3ra, C
BO3MOXKHBIM BOBJICUCHHEM B IPOILECC PA3IUYHBIX OPraHoB W cucteM (mMdouaHas TKaHb JFOOOH
JIOKaJTM3aIliH ), 1 B CBOEM €CTECTBEHHOM TeUEHUH HEen30eKHO MpuBoAsIiee K (paraapHOMy ucxony [1—
6].

1.2 ITHosorus v narorexHes 3a00/1eBaHUs UJIM COCTOSTHUS (TPYyNIIbI
3a200/1eBAHUI WJIA COCTOSTHHI)

Tounble npuumbbl pazButusa OJIJI HewsBecTHbl. PaccMmarpuBaeTcss BO3MOMKHASL POJIb PA3IHMYHBIX
npenpacnoararonmx (GpakropoB (FT€HETHUUECKUX, BUPYCHBIX, paJuallnsl, XUMHUUYECKOe U (pu3mdeckoe
BO3/CICTBUE U [Ip.), OJHAKO MX TO4YHOe BiMsgHHE Ha paszButue OJIJI Ha ceromHsAIIHUN J€Hb HE

YCTaHOBIIEHO.

[To coBpemeHHbIM TIpeAcTaBieHUAM B ocHoBe mnaroreHe3a OJIJI nexuT MyTauus CTBOJOBOM
KPOBETBOPHOH KIJIETKHM, KOTOpasi MPUBOAUT K IOTEpe CIIOCOOHOCTH K HOPMAaJbHOW KJIIETOUHOM
muddepeHIMpOBKE W HApYyIIEHUSIM B Tpoueccax mnpoiudepanuu v anontroza. MyTaHTHBIM KJIOH
JIOCTaTO4YHO OBICTPO BBITECHSET HOPMAaJIbHBbIE TEMOIOATHUYECKHE KJIETKH, 3amerias co0oil Bech
reMorod3. BpITeCHEHME HOPMAJBHBIX T'€MOIIOATHUYECKUX KIETOK M 3aMELIEHUE MX OIyXOJIEBBIMU
KJIETKaMH, HECIMOCOOHBIMU K CO3PEBAaHUIO, 3aKOHOMEPHO MPUBOAMT K YMEHBUICHUIO B
nepudepruueckoil KpOBH 3pEJIbIX KJIETOK C Pa3BUTHEM aHEMHH, TPAHYJIOLMTONEHUH, TUMPONECHUU U
TPOMOOIIMTONIEHNH, YTO TMPOSBISAETCS COOTBETCTBYIOIICH KIMHHYECKONW KapTHHOU. OImyxoyeBbie
KJIETKH MOTYT TOKH/IaTh KOCTHBIN MO3T U MH(MWIBTPUPOBATH Pa3IMYHbIC OPTaHbl U TKaHU (CEJIE3CHKY,

Me4eHb, TUM(OY3IIbl, TUMYC, IIEHTpaJIbHYI0 HepBHYIO cuctemy (LIHC), xoxy u ap.) [1-6].

1.3 DnuaeMuo0rust 3200J1eBaHUs WJIHA COCTOSIHHUSA (TPyNIbl 3200/1eBAHUN WJIH
COCTOSTHU M)

OJUJI cocraBnsieT okoso 25 % OT BceX 3710Ka4€CTBEHHBIX OMYXOJIEH y MAIMEHTOB B Bo3pacte 10 18 ner
M SIBJSIETCS. CaMBIM YacThIM OHKOJOTHYECKMM 3a00JIEBaHHEM JIETCKOTO BO3pacTa. 3a00JeBaeMOCThb

cocrtasisieT okoiio 4 Ha 100 000 nerckoro Hacenenus. [Tuk 3a6oneBaemoctu OJIJI y neteit mpuxoautcs



Ha JIOIIKOJBHBIN Bo3pacT (2 — 5 mer npu menmane 4,7 roma). Heckonmbko garie OOJCIOT MaJbuUKH —

cootHomenue 1,6:1 mis B-nuneitnoro u 4:1 qnusa T-nmuneitnoro OJUI [2,3,5].

1.4 Oco0eHHOCTH KOAUPOBAHUA 3200/IeBAHUSA UJIM COCTOSIHUS (IPYIIIbI
3a001eBaHM MJIN COCTOAHMI) 110 MeKIYHAPOIHOM CTATUCTHYECKOM
kjaaccupukanmm 00Jie3Hell U nMpodJieM, CBA3aHHBIX CO 310POBbEM

C91.0 — ocTpslit 1MMPOOTACTHBIN JTEHKO3.

1.5 Knaccudukanus 3a00/1eBaHUA WM COCTOSAHUSA (TPyNnbl 3200/1eBaHUA WIH
COCTOSTHU M)

Knaccudpuxanust ocrporo aumdoOdaacTHOro Jeikoza y gered comtacHo BO3  sBusercs
obmenpunsToi [2,7-10]:

1. OJUI u3 B-knerok npenmectsenHukoB (BIT-OJLT)
o bes ciemudunueckux xapakrepuctuk (NOS — not otherwise specified)
[{uToreneTnyeckre MOATPYIIIIBL:

e 1(9;22)(q34;q11.2); BCR-ABLI, Ph+-ALL

e t(v;11923); nepecrpoiika KMT2A (panee MLL)

e t(12;21)(p13;q22.1), ETV6-RUNXI (panee TEL-AML)

e C TMIIECPIUTIOUINECH

e C FUINOAUILIONIUEN

e t(5;14)(q31.1;932.1); IGH/IL3

o t(1;19)(q23;p13.3), TCF3-PBX1

e «(YCJIOBHBIE/TIpEABAPUTEIHLHBIC» MOATPYTIHI (provisional entity)
e BCR-ABLI-t10100HBIN

e 1IAMP21

2. OJUI u3 T-knerok npemmectseHHUKOB (T-OJIJI)

e «yCJOBHasi/mpenBapuTeNbHas» noarpymnmna (provisional entity)
e OJUI u3 panaux T-knerok-npenmecrseHHUKOB (ETP-ALL)

Tpagunmonno Beiaenstor OJIJI u3 B-knetok-npemmectsennukoB (BII-OJUJI) u T-nuneitnsiit OJUT (T-
OJID).

Cpeau uuroreHeTHYECKUX noArpyi, BeaensieMmbix npu BII-OJIJI, B nocnennem nepecmotpe (2016 1)
knaccuuxarmu BO3 Obutn go6aBieHs ABe HOBble noArpymnmnbl: BCR-ABLI-nonoousiit (oH ke Ph-



nogoOueii  OJIJI) m BII-OJIJI ¢ 1AMP21 (BHyTpuxpomocoMHas amriudukanus dactu 21
XPOMOCOMBI).

Cpenu T-OJIJI otnenbHble TeHETUYECKUE MOATPYIIBI HE BBIACISAIOTCS, OIHAKO, OMUCAHbI Hanbolee
4acTO BCTPEYAIOIIUECS] MyTalluu, TaKUe Kak nepectporku reHoB TALI, TLX1, TLX3, LMOI, LMO2 u
ap., a Takxke myrauuu B reHax NOTCHI, FBXW7, PTEN, xotopbsle MOTYT OKa3blBaTb BIIMSHHUE Ha
nporHo3 3abosneBanus. CornmacHo mociennen Bepcun kinaccudukanuu BO3 cpenu T-OJIJI oTnenbHO
Beiiensiercs OJUJI u3 pannux T-knetok-npemmectBeHHUKOB (early T-cell precursor ALL, ETP-OJIJI),

UMEIOLINN XapaKTepHbI UMMYHO(EHOTHII.

1.6 Knuaunveckasi kKapTuHa 3a00/1eBAHUSA UM COCTOSIHUS (IPYyIIIbI
3200J1eBAHUN WJIM COCTOSTHUI)

JImuTenbHOCTh aHaMHe3a 3a00JIeBaHUsl OT MOMEHTA MOSIBJICHUS MEPBBIX KIMHUYECKUX MPU3HAKOB JI0
MOpGOIOTHYECKON BepU(UKAIIMK JTMarHO3a COCTABISAET OT HECKOJIBKUX HENENIb J0 HECKOJIBKUX
MecsteB. KnmuHudeckas KapTHHA ONPEAENIeTCS CTENEHBI0 HapymieHHs (yHKIMH KOCTHOTO MO3Ta
(aHemusi, TeMOpparuyecKuil CHHAPOM W pa3BUTHE WH(OEKIMH pa3TuYHONW CTETICHH TSKECTH) U
HAJUYUEM OITyXOJEBOM MacChl (OpraHoMerayius, OOJbIIOE KOJIMYECTBO OIYXOJIEBBIX KIETOK B
nepudepudeckoid KpoBu, JumdoaaceHomaruss W mopaxenue cpenocrenms, [[HC, koxwu, suuek,
JeiKkeMuUecKkass HMHPUIBTpaKs ceTuyaTku). B HEKOTOPBIX Ciydasx HaOIIOMacTCs pa3BUTHE OOJIEBOTO

CUHApOMaA, CBA3aHHOTO C ITOPAKCHUCM KOCTEH.



2. Jlmarnocruka

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001e8aHUS U CBA3AHHbIX C HUM COCMOAHULU
UMem 02PAHUYEHHYI0 O00KA3amenvHylo 6a3y (6 coomeemcmeuu co WKAIaMu OYeHKU YPOBHs
docmogepHocmu  00KA3amenbCme U YPOoGHs YOeOumenibHOCmu  PeKOMeHOAyull) no npuduHe
OMCymcmeus NOC8AUWeHHbIX UM Kiunudeckux ucciedoganuti (KH). Hee3upas na s3mo, onu A61110mcs
HeoOX00UMbIMU JNleMeHmamu  00Ce008aHus nayueHma Oas YCMAaHOBIeHUs OUuacHo3a U 6vlbopa
MAaKmuKu J1eyeHus, maxk Kak oonee s¢hghexmusHvle U 0OKA3aHHblE MemMOObl 8 HACMOosujee 8peMs He

paspabomarbwi.

Kputepun ycTanoBjieHusi IMaruo3a/cocrossuusi: ouaerosz OJIJI yemanasnusarom npu oOHapy’ceHuu
25% u bonee bnacmuulx Kiemok 8 kocmuHom mozee (KM), no mopgonocuvweckum u yumoxumuveckum
npusHakam coomeemcmeyrowux aumgoonacmam. Ha ocnosanuu onpedenenus ummynoghenomuna
ONACMHBIX — KAEMOK ¢ NOMOWbIO  NPOMOYHOU — YUMOMempPUU  YCMAHAGIUGAIOM — JTUHELHYIO
npunaonedxchocme aumgoonacmos (T-OJIJI, BII-OJIJI). Onpedenenue yumozenemudeckux noocpynn

npPOoB0OSAM HA OCHOBAHUU Pe3YIbIMamos MONEeKYIAPHO-2eHemuU4eckoeo ucciedosanus [2,5-7].

2.1 7/ Ka100bI 1 aHAMHE3

e Bcem mnanuentam momnoxe 18 ner ¢ momo3pennem Ha OJIJI, a Takxke BCeM NalMEHTaM C
BepudunupoBanasiM OJIJI mpu kaxaoM mpueMe (OCMOTpE, KOHCYJbTAIMH) Bpada-remarosora/
Bpaya-oHKOJIOra peKkoMeHayeTcss cOOp aHaMHe3a M jKajo0 Jis OLCHKU COCTOSIHMSI MAallueHTa, a

TaKKe ISl BBISIBJICHUS (DaKTOPOB, KOTOPbIE MOTYT OKa3aTh BIMSHHUE HA BHIOOP JIeUeOHOM TaKTUKU
[1-4].

YpoBeHnsb yoeaureabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuu: xnunuueckue cumnmomur OJIJI y Oemeii 00ycnosienvl cmenenvro uH@uibmpayuu
KOCMHO20 M032a TUMDOOIACmaAMU U IKCMPAMEOYILIAPHLIM pacnpocmpanenuem npoyecca. Ilayuenmeol
¢ OJIJI mozym npedvagname x#anobvl HA c1abocmyb, UXOPAOKY, HedoMo2aHue, OONU 8 KOCMAX U/Ulu
cycmasax, KpogomodusoCms CO CAUUCBIX 0001104eK (HOCO8ble, 0ecHesble, HCelyOOUHO-KUUEYHble U
O0p. Kposomeuenus), eemMoppazuteckull CUHOpoM Ha Kodce, breoHocmo. Pacnpocmpanenue onacmuolx
KIemoK 8 Jaumpamuyeckue y3ivbl U NAPEHXUMAMO3HbIE OP2AHbl NPUBOOUM K JuM@adeHonamuu,
VBENUUEeHUI0 NeYeHU U Cele3eHKU, NPOAGIAIOWUXCSA DONAMU 8 JHCUBOmME, PACUUUPEHUIO CPEOOCMEHUs C
B03MOJICHHIM PA38UMUEM CUHOPOMA COABNEHUS, V8EIUYEHUIO AuYeK ) Manvyuxos. lIposenenusmu
Hetipo/ieiKkeMuyu Mo2ym Obimb CUMNIMOMbL NOPAINCEHUSI YEPEeNnHO-MO3208bIX HEPBO8, 00UujeMo3208bie,

MeHUHzeabHble cumnmomol [ 1-4].

Coop anamnesa npu OJIJI noopasymesaem muiamenvHulil paccnpoc 0 mexkyuel uiu npoeoouUMou
pamee J1eKAPCMBEHHOU mepanuu, CONYMCMEYIOWUX CUCMEMHBIX 3A001e6aHUIX U XPOHUUECKOU
Namonocuu, HAIUYUU OHKONO2UYECKUX 3aboneeanuti y poocmeenHukos. (Qobazamenen coop
INUOEMUONOCUYECKO20 AHAMHE3A CeMblU: YCI08US NPONHCUBAHUS, CAHUMAPHO-2USUCHUYECKULI YPOBEHb

OKDYJICEHUsl, HAMUYUEe XPOHUUECKUX UHMEKYUOHHBIX 3a00nesanutl y OIU3KUX poocmeennuxos. OueHw



6AJICHO YymMOYHUmv, omkyda nocmynujsl nayuerm. U3 ooma unu u3 Opyeux Me@ub;uncmtx opeaHu3aL;u12.
Ecnu nayuernm 6 nocieonee epemMs jleduics 6 dpyeux MeduuuHCKux opeanHuzayuslx, 0053amenbvHo
HYJICHO 6bIAICHUMb 6C€ oemanu mepanuu, 6 ocobennocmu I’lpOl’l’lu@OuH(i)eKquHHOlZ mepanuu, a makaice
Haludue uiu omcymcmeue pas3iudHsblx 1e4ebHO-0UACHOCIMUYECKUX MaHunmeuuﬁ, maxKux Kak

Kamenepusayusd, HapKkos, MHmy6Cll/ﬂ/lﬂ, UCKYCCMEBEHHAA 6EHMUIAYUA J1E€CKUX.

2.2 ®OusukajabHoOe 00cIe10BaHue

e Bcem mnamuentam Mmomnoxe 18 ner ¢ momo3penneM Ha OJIJI, a Takke BCeM NalMEHTaM C
BepudunupoBanHsiM OJUJI mpu mepBUYHOM WIJIM TIOBTOPHOM MPHEME, PEKOMEH/yeTCs BBITIOJIHCHUE
BU3yaJIbHOTO OCMOTpa TEPareBTUYECKOTO, TMaJbIAallMd TEPaNeBTUYECKOW ¢ ayCKYJIbTaIlMu
TEpPAneBTUUECKOW JUIs YTOYHEHHS PACIPOCTPAHCHHOCTH 3a00JICBaHUS M OIEHKH COCTOSHHS

MaIMeHTa, B TOM YKCIIE OT/ICJIbHBIX OPraHoOB U cucteMm [1-4].
Yposenn yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenmapuu: oowuii ocmomp noopasymesaem oyenky ooujeco huzuueckoeo cocmosHus, pocma u
maccol mena, a makKdce 0emanbHyr0 OYeHK)Y COCMOAHUSL 8CeX OP2aAHO8 U CUCMEM U HeBPOI0UYECKO2O
cmamyca. Ocoboe enumanue ciedyem obpamums HA OOKYMEHMUPOBAHUE NPOSAGIEHUNl OCHOBHO20
3abonesanus (onucauue 6cex 2pynn YVEEIUYEHHbIX NUMPOY3N08 C pasmepamu, pamepvl NeueHUu U
cele3eHKU — 8 CAaHMUMempax Hudyice Kpas pebepHot 0y2u no cpeoOHeKIIOYUYHOU JTUHUU, PA3MEPbl AUUEK
Y ManbyuKos, HAIU4Uue/Omcymcmeue JNeukemMuoo8 Ha KOodxce) U BblAGIEeHUE BO3MOJCHBIX 0UaA208

ungexyuu.

2.3 JlabopaTopHble AMATHOCTHUYECKHUE UCCJIEI0OBAHMS

2.3.1. JIabopaTopHble MCCaeI0BAHNS 1J151 BepuGUKALIUA TUATHO3A, OLIEHKH

IPOTHOCTUIECCKHUX (l)aKTOPOB u 06]1[61“0 COCTOAHUA MANMUEHTA

Bepughuxkayus Ouacnoza nposooumcs ¢ NOMOWBIO  YUMONLOSUHECKO20 U YUMOXUMUYECKO20
UCCNIe008aHUSL MA3KO8 KOCMHO20 MO324 U Nepugeputeckol Kposu, MHO20UBEMHOU NPOMOYHOL
yumomempuu Kiemox KOCHHO20 M032d, YUMO2eHemu4ecKo20 U MONeKVIAPHO-2eHeMULECKO20 aHau3d
onyxonesvix aumpoodracmos [1-5,7]. Jfuacnocmuueckuii nepuoo we dondxcen 3anumams 6onee 2 Cymok

(3a UCKJIIOYEHUEM YUMO2EHEMUUECKO20 U MOJZeKy]lﬂpHO—6l/lOJl02ull€CK020 LlCC]lédO@dHu}l).

e Bcem nanuentam wmiaame 18 ner ¢ momo3penuem Ha OJUJI, a Takke BceM mMalydeHTaM C
BepuduuupoBanusiM OJUJI npu nepBuyHOM npuemMe U BO Bpems npoBeaeHuss X1 pexomeHnayercsi
BBINIOJIHEHUE 00miero (KJIMHUYECKOT0) aHaiu3a KpPOBU Pa3BEpPHYTOro C  00sS3aTelbHBIM
muddepeHIMpOBaHHBIM TIOJCUETOM JICMKOIMTOB (JekonuTapHas Qopmyna) ans BepupUKaun

AWarao3a, KOHTPOJIA TCpallun U BI)Ipa60TKPI TaKTHKH BCACHUA ITAIITMCHTA [1—4]

YpoBennb yoeaureabHoCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH J10KA3aTEJIbCTB — 5).



KommeHTapuu: oaunvie 00weco anamusa KpoGu NO3GOMAIOM  CYOUMb O  GbIPANCEHHOCTIU
mpomMooyumoneHuy U  aHeMuu U - HeoOX0OUMOCMU NPOBEOCHUs. 3AMECMUMENbHOU  mepanuu
Komnoneumamu Kposu. QObwee Koauuecmeo JNeukoyumosd U Hauuyue OnACmHbIX KIemoK 8
nepugepuueckoli Kposu 00 HAHALA Mepanuu HeoOXooumo OJisi NOCIedyioue2o0 Cmaoupo8anusl,

onpeoenenus 2pynnvl pUCKa U HA3HAYeHUs A0eK8AMHOU MePAnuu.

e Bcem mnanmentam wmuaame 18 ner ¢ momo3peHuem Ha OJIJI pexomeHayeTcsi MOJy4YEHUE
nuTojgorndeckoro mpemapara KM  myTeM TOyHKIIMHM C  TOCIHEAYIOIMIHUM  IUTOJIOTHYECKUM

uccnegoBanueM Mazka KM (muenorpamma) iist Bepudukanuu nuaruosa [1-4,7].
YpoBeHb yoequteabHOCTH pekoMeHaainuii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJIbLCTB — 5).

KommenTapuu: ouacnoz OJIJI cmasumces na ocHoganuu 0OHApYHceHust 8 NYHKmame KOCMHO20 MO032a
bonee 25% neiikemuueckux Kiemox, OJisi KOMOPbIX MOP@ON02UYECKY U YUMOXUMUYECKU OOKA3AH OOUH

U3 8apuaHmos aum@pouonot oughgpepenyuposx.

KM acnupupyemcs uz 3—4 anamomuueckux mouex. [{nsa nyHKyuti UCNONb3YIOMCA nepeoHue U 3a0Hue

2pebHU Kpblibed N00B300UIHBIX KOCHEII.

Mopdgonocuueckas rnaccugurayus OJIJI coenacno epynne @PAB (Ppanxo-Amepuko-bpumanckas
KOONepamueHas 2pynna) Ha OCHOBAHUU PA3MEPOS, CMPOEHUs A0pd, HATUYUS GKIIOYEHUU U OpPY2UX
npusHakos noopasoensem aumgodracmol Ha epynnot LI, L2 u L3. B nacmosawee epems ocmpbiii
neuxko3 co 3penvim B-gpenomunom u L3-mopgonocueti 6racmuvix KiemoK OMHOCUMCA K 2pynne
HEXOOJICKUHCKUX JUMPOM U €20 OUACHOCMUKA U JleYeHue OOJHCHbL NPOBOOUMbCS  CO2NACHO

COOMBEMCMBYIOWUM KIUHUYECKUM peKomenoayuamu [ 1-6].

e Bcem nanmentam mnamme 18 ner ¢ nmomospeHuem Ha OJIJI pexkomMeHayeTcsl LIUTOXUMHUYECKOE

uccienoBanue npenapara KM st Bepudukanuu auarnosa [ 1-4,7].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

Kommenrapuu: [Jumoxumuueckoe uccneoosanue ONYXONe8blX KIEMOK ABIAEMCS BANCHbIM Ol
oughgepenyuanvrol ouacnocmuxu ¢ Opyeumu eapuanmamu netxemuu. Ilpu OJIJI 6 6Oracmuvix
KJIemKax omcymcmeyem aKxmueHOCMb MUEIONEPOKCUOasvl U Hecneyuguueckon scmepasvl KAk
KII04e8bIX MAPKEPOE HEeNUMPOUOHBIX KAemOoK-npeouiecmeenHukos. I1oamomy nposedenue smux 08yx
YUMOXUMUYECKUX PeaKyuti — peakyuu Had MUelIonepokcuoazy U peakyuu Ha Hecneyuguueckyo

acmepasy Aensiemcs oosazamenvhvim [2—4].

e Bcem mamumenram wmmagme 18 ner ¢ mopo3peHuem Ha OJIJI pexomMeHayeTcsi TMPOBEACHUE
UMMYHO(EHOTUITUPOBAHUS TEMOTIOITUYECKHUX KJIETOK-peamecTBeHHUI] B KM mns Bepudukanuu
JMarHo3a,  ONpeAeNieHHWs  JIMHEWHOW  NPUHAIICKHOCTH  OJNACTHBIX  KJIETOK,  T'PYIIIBI

MPOrHOCTUYECKOTO PUCKA U TakTUKHU Tepanui [1,2,14,3-6,10-13].

YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)



KommenTapuu: Myremunapamempuyeckas npomounas yumomempus, npo8ooUMAas ¢ Yeibko MmoyH020
onpeoenenuss UMMYHODEHOMUNA JeUKeMU4ecko20 KIOHA, 3aHUMaem UYeHmpaibHoe MeCcmo 8
ouaenocmuke QOJIJI, nozsonsem nposecmu ougpghepenyuanvhyro OUACHOCMUKY C  OCMPbIMU
MUETOUOHBIMU JIeUKO3AMU U C OCMPLIMU JeUKO3AMU CO cMeuaHHbim penomunom 9], aenaace ouens
BAJICHLIM U  00A3AMENbHbIM  Memooom Ol  OUuaeHOCMUKU pasiuynvlx  eapuanmos OJIJI, Ons
cmpamughuxayuu Ha 2pynnel pucka u 0aa nociedyrwezo onpeoenenusi MOB [1-6]. B nacmoswee
spems 01 ummyHonocuyeckol knaccugpuxayuu OJLJI ucnonvzyromes cucmema Eeponetickoii epynnwl
nO UMMYHONLOSUYECKOU Xapakmepucmuke Jetiko3oe (European Group of Immunological Markers for
Leukemias, EGIL) [11] ¢ yuemom nozonee sHecennvix uzmeHnenutl, a makaice kiaccuguxayus BO3 [10].

Paznuunsie ummynogpenomunuyeckue sapuarnmsl 6one3nu npedcmasienvl 8 maonuye 1.

Cpeou kax B-, mak u T-nunetinvix OJIJI 8vi0ensiom HeCKOTbKO apUaHmos, OMAULAIOUWUXCcsl CIMenenblo
«3penocmuy onyxonegvix kiemox (BI-BIV u TI-TIV), a makace omoenwvhyto epynny OJIJI uz pannux T-
nuHelnvlx npeduecmeennuxos (ETP-OJ1JI) [10,12,13].

Peokue cnyuau BII-OJIJI ¢ noeepxnocmmoii dKcnpeccueli maAMCenviX W/uiu Jé2Kux yenetl
UMMYHONOOVIUHA HA NOBEPXHOCMU ONYXOJe8blX KIeMOK He UMEMm Opy2ux NPU3HAKo8 IuUM@ombl/
neuixoza bépxumma (mopghonocus L3 no xnaccugpuxayuu DPAB, nepecmpoiixu cena MYC, evicoxas
ckopocmo  nponughepayuu). Taxue cnyuau gopmanvro omuocam Kk BIV-ummynoseapuanmy, Ho

sxouarom 8 oouenpunsmoe neverue OJIJ1 [13,14].

Ilanenv anmuzenos onsa ouaznocmuxu T-OJ1JI oonocna obszamenvrho exaouams CD1a u T-kiemounvie

peyenmopuwi (TCR).

Tabnuya 1. Ummynogenomunuueckas knaccugpuxayus OJIJI no EGIL, 1995 [11] ¢ yuemom nozonee

eHeceHHbIX usmenenuil [13,14]:

B-nuHelHbie OJ11

CD19% u/unn CD79a™* n/unu CD22cyt*
n HecooTBeTCcTBME KpuTepusam T-OJ1J1, OMJ1, MPAL [10]

BI (Mpo-B-0J1/1) CD107ilg7Ig"
BII («Common»-0OJ1J1) CD10%iIgTIg”
BIII (Mpe-B-OJ1) iIg*Ig-

BIV (B-O/11) Ig*

T-nuHeiHbie OJI1

iCD3* 1 HecooTBeTCTBUE KpUTepmam MPAL [10]

TI (Mpo-T-0OJ1J1) CD2~ CD5™ CDh1la™ CD3"TCR™
TII (Mpe-T-0J11) CD1a™, CD2* u/unun CD5* u/unn CD8*
TIII (KopTvkanbHbi T-OJ111 ) CD1a*

TIV (3penbii T-OJ111) CD3*+, CD1a-TCR*/~




IIpumeuanue: 1 — BHyTPHUKIETOUYHAS SKCTIPECCHS MapKepa

e Bcem mnamumenram wmmagme 18 ner ¢ momo3penuem Ha OJIJI pexomMeHayeTcsi TMpOBEICHUE
[IUTOTEHETUYECKOTO HCCIENOBaHUs (KapUOTUII) U MOJEKYISIPHO-TEHETHUYECKOTO HCCIICIOBAHUS
(FISH-meton) Ha omHy mapy xpomMocoMm acmupata KM ¢ 1menpio BepuuUKamue JUarHosa,

ONpeETeHUs IPYIIbI IPOTHOCTUYECKOTO PUCKA M TAKTUKH Tepanuu [2-5,7,10,15-18].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: [Jumozcenemuueckoe ucciedoganue netikeMUueckux KIemoK OOAHNCHO 0083amenbHO
gKIOUAMb 8 Ccebsi  Kapuomunupoeanue, UcCCied08arHue Memooom QuyopecyeHmuou in  Situ

euopuousayuu (FISH) u OT-IIL[P 015 8visigeHus 6ce20 cCnekmpa XapakmepHvix nepecmpoex.

B Hacmoswee spems credyroujue mpaHciokayuy 0OHO3HAYHO UMeOm KiuHuveckoe 3Havenue — t(9,22)
(q34;q11)/BCR-ABLI; t(4;11)(q21,q23)/KMT2A-AFF1 u t(12;21)(p13;q22)/ETV6-RUNXI, evicokasi
2UNEPOUNIOUOUss, 2UNONIOUOHBIL KAPUOMUN, GHYMPUXPOMOCOMHASL amnaugurayus xpomocomvl 21
(iAMP21). QOounaxko 6 nocieonem nepecmompe  kaiaccugpukayuu BO3  evidensiemca 9
yumoeenemuyeckux noozpynn npu BII-OJIJI (cm. «1.5. Knaccugpuxayusy), umerowux onpeoeienHHnoe

npoerHocmuveckoe 3naderue [10].

Yuumuisas evioenenue BCR-ABLI-noooonvix OJIJI 6 omoenvuyro nooepynny, mpedyrowyo 6
HEKOMOPbIX CAYYASX OMOEIbHbIX Mepanesmudyeckux Oonyull, KpatHe MHCelamenlvbHO UHUYUATbHOE
onpeodenenue nepecmpoek cenos CRLF2, ABLI, ABL2, JAK2, EPOR, PDGFRB u opyaux, a makaice
svloeneHue epynnvl max Hazvieaemwvlx IKZF1-nutoc netikozoe (Oeneyus eena IKZF1 6 couemanuu c
oeneyueit CDKN2A, CDKN2B, PAX5 unu PARI 6 omcymcmeue oeneyuu eena ERG).

Onpedenenue  Opyeux  HeCIYUAUHBIX — NEPEeCMpoeK  JHcelamenbHo  (0COOeHHO 8  pamKax
MYTbMUYEHMPOBLIX KIUHUYECKUX UCCTe008aHUll), 0OHAKO UX KIUHUYEeCKoe 3HaueHue Ons NPUHAMUs

mepanesmu4ecKux pemenuﬁ 0Cmaémcsi HesiICHbLIM.

e Bcem mnanuentam Mmomnoxe 18 ner ¢ momo3penneM Ha OJIJI, a Takxke BCEM NalMEHTaM C
BepudunupoBanHsiM OJIJI B AmarHocTuyeckuii mepuoj M B MPOIECCE TEpanuu PeKOMeHIyeTcsl
MPOBEACHUE CIUHHOMO3IOBOM NMYHKIHMHM C O0S3aTeNIbHBIM MOCJEAYIOIIMM HCCIIEIOBAHUE YPOBHS
Oenka B CHMHHOMO3TOBOW JKHJAKOCTH, MCCIIEJOBAHHE YPOBHSI IJIIOKO3bI B CIIMHHOMO3TOBOM
JKUJIKOCTH, MUKPOCKOIIMYECKHUM HCCIIETOBAHUEM CIIMHHOMO3TOBOM KUIKOCTH, ITOICYETOM KJIETOK B
CUETHOM Kamepe (OmpefeseHue LHMTO3a) MW LHUTOJIOTMYECKUM  MCCIEIOBAHHEM  KJIETOK
CIIMHHOMO3TOBOM JKMJIKOCTH JUIsl MONTBEpKAeHUs/MckimoueHus: nopaxkenuss [IHC, ompenenenus

IpyHIbl IPOTHOCTUYECKOTO PUCKA U BbIOOpa TakTUKU Tepanuu [1-6,16,17,19].
YpoBenn yoenureabHOCcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

Kommentapuu: Hccrneoosanue nukeopa o6s3amenvHo 015 NOOMBEPHCOCHUS/UCKIIOYEHUST OUACHO3A
nopaxcenuss I{HC (netiponetikemuu), umo HeoOX0OUMO 01 MOYHO20 ONpedeleHusi cPYnnvl pucka u

HA3HAYEeHUS A0eK8AMHOU mepanuu.

Bpeayfzbmame anamuza iuKeopa 603MOIHCHbL Cﬂe()leM/ﬂ/le eapuannivl.’



e CNSI — nynxkyus ne mpasmamuynas (<10 spumpoyumos/MKn), omcymcmeue JnetKeMuiecKux
KJIemOoK

o CNS2 — nynxyusa ne mpasmamuuna, <I0 netikoyumos/MKi1, B03MONCHO HAIUYUE TeUKeMULECKUX
KJIemoK

o CNS3 — nynkyus ne mpasmamuuna, >10 netikoyumos/mxi, Haiudue 1eukemuyeckux Kiemox nocie
yumoyeumpugyuposanus

o TLP" — mpasmamuyunas nyHKyus ¢ npumecsio 1etikeMuieckux Kiemox

o TLP — mpasmamuynas nyHKyus, Omcymcmeue npumecu J1euKeMuyeckux Kiemox.

Huacnocmuueckas nomMoOanbHas NYHKYUs OOMICHA NPOBOOUMBCS MONLKO ONbIMHLIM 8PAYOM NOO
obweti anecmesueti ¢ Yeublo CHUNCEHUS PUCKA MPABMAMUYHOCIU U MEXAHUYECKO20 3aHOCa OIACMHbIX
knemok nepugepuyeckou kpoeu ¢ I[HC. Tounas ouacnocmuka uHuyuanvHo2o nopadicenus L[HC
B03MOJICHA ~ MOAbKO — NYMeM  NPUSOMOBIeHUs  YUmonpenapama nepeuyHo20  JUKeopa  Ha
yumoyenmpugyee. Ocedanue Ki1emox IUK8OPA HA CMEKIIO eCmecmeenHblM Nymém mpebyem Oonvuie
8peMeHU, Umo Heu3DeNHCHO npusooum K Oepopmayuu Kiemok, HNOAGIeHUI0 apmepaxmos u

HeNnpasuibHOU UHmepnpemayu OAHHbIX.

Hpoee@enue J1eYyeOHbIX CNUHOMO3208bIX nymcuuﬁ C URmMpameKajlbHbIM 66eodenuem xumuonpenapamaoe
aensemces  ooszamenvubim  Komnonenmom 6 nevenuu  OJIJI ﬂMKGOP o0bs3amenvHo uccvze()yemc;z

Kastcowlll paz npu nposedenuu aromoanvrot nyukyuu [1-6,16,20].

e Bcem mnanuentam wmiaame 18 ner ¢ momo3penuem Ha OJUJI, a Takke BceM mMNalydeHTaM C
BepuduuupoBanHbiM OJIJI npu nepBUYHOM MpHeMe U BO BpeMs MpoBeAeHus X 1, peKkoMeHayeTcs
BBHITMIOJTHEHNE aHAJIN3a KPOBU OMOXMMHUYECKOTO OOIIETEepParieBTUYECKOro (MOUYEBHHA, KPEaTWHUH,
oOmmit  Oenok, OwmupyOuH, mmoko3a, JIJI, ammmaza, ananmHamuHotpancdepaza (AJIT),
acmapraramuHoTpancdepaza  (ACT), wHarpuif,  Kaaui,  KaJdbIWi)  JUISI  YTOYHEHUS
pacmpoCTpaHEHHOCTH 3a00JIEBaHUS M OLEHKU COCTOSIHUS IallME€HTa, B TOM YHCJIE OTAEIbHBIX

opraHoB u cuctem [2—4,20].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3ATEJIbCTB — 5).

KommenTapuu: buoxumuueckuil ananus xposu oaem HeoOX0OUMYIO UHDOpMayuro 0 COCMOSHUU
PA3IUYHbIX Op2aHO8 U CUCMEM, YUMo uspaem Kauesylo poib 6 NpeoynpelcoeHuu passumus

MOKCUYECKUX OCIONCHEHUU U onpe()eﬂeﬂuu ((I’lOWléHZ/ﬁ/laJleOI;Z neperHocumocmuy xumuomepanuu.

e Bcem nanuentam wmiaame 18 ner ¢ momo3penuem Ha OJUJI, a Takke BceM mNalueHTaM C
BepudunupoBanHsiM OJUJI mpu mepBuyHOM mpueMe U BO BpeMs mpoBefcHus X1 pekoMeHayeTcst
BBITIOJTHEHUE KOAryJiorpaMMbl (OpUEHTUPOBOYHOE UCCJCAOBAaHUE CHUCTEMBI TeMocTasza) IS
JTINAarHOCTHUKHU/OTIPEICIICHUS] BEPOSITHOCTH PA3BUTHS TSDKEIBIX TeMOPParndeCKuX/TpOMOOTHIECKUX

ocinoxHenuit [2—4,20].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapuu: Pasiuunvie paccmpoticmea z2emocmasa (Kaxk mpomoOO3bl, max U KpoGomeueHusl)

AGNAIOMCS 00CMAMOYHO YACMbBIM OCHAONCHEHUEM 8 npoyecce Jjie4ernusl OJIJI. ODmo cesa3ano kak c¢



0COOEHHOCMAMU CAMO20 36160]l€6aH1/lﬂ, maxK u ¢ NpPpuMeHsAemMbiMU Xumuonpenapanmdamu. H03m0ﬂ/ly

uccneoosatue Koacyioepammbol 00 Hauana u 6 npouyecce mepanuu A6JaAencA HeoOX00UMbBIM.

e Bcem nanuentam wmiaame 18 ner ¢ momo3penuem Ha OJUJI, a Takke BceM mMaluMeHTaM C
BepudunupoBanHsiM OJIJI pexomenayercsi ompeneieHre OCHOBHBIX TPYMNI KPOBHU IO CHCTEME
ABO, ompenenenne antureHa D cucrembl Pesyc (pesyc-akrop), ompeneneHue (EHOTHIIA TIO
autureHam C, ¢, E, e, CV, K, k u ompeneneHre aHTHIPUTPOIUTAPHBIX AHTUTEI C IENBIO

MIPOBEICHHUS 3aMECTUTEIBHON TEPAMK KOMIIOHEHTaMH KPOBH Mpu HeoOxoaumocTu [20,21].
Yposennb yoeaureabHOCTH pekoMmeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenrapuu: Yuumuigas neobxooumocms mpancgyzuili KOMnOHeHmMo8 KpoGU 6 medenue nepuood

JleYeHUsl 6cem NayueHmam Heobxooumo onpeoeieHue 2pynnol Kposu u pe3yc-gpakmopa.

2.3.2. J1aGopaTopHble UCCAETOBAHUSA /I KOHTPOJIA 3(h(heKTUBHOCTH TEePANUU

e Bcem namuentam miaame 18 sner ¢ OJIJI pexkomenayercsi Ha 3Tane MHAYKIUM (Ha 15-i neHb
Tepanmuy ¥ TIO0 OKOHYAHWUM WHIYKIMM) TOJy4YeHue IUToNorudeckoro mpemapara KM myrem
INYHKIUNA C MOCIEAYIOIIUM LUTOJOTMYECKUM HcciaenaoBanueM Maska KM (muenorpamma) ams
BepU(UKALMK cTaTyca NalMeHTa o 3a00J€BaHUI0 (PEMUCCHS, PE3UCTEHTHOCTh) U BHIOOPA TAKTUKU

JanpHeumen repanuu [1-6,16,17,22,23].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

KommenTapuu: Oyenka panneco omeema Ha mepanuio s6Jsemcs KI04e8blM MOMEHMOM 8 jledeHulu
OJIL. Ilnoxou pannuii omeem Ha mepanuio AGNAEmMcs (BaKmopom HebIA2ONPUAMHO20 NPOSHO3A U
mpebyem 6 psde cayuaee moouguxayuu mepanuu. llayuenmul, He Oocmucuiue pemuccuu no
OKOHYAHUU UHOYKYUOHHOU Pazvl, OMHOCAMCA K nayueHmam 6vicoxo2o pucka (epynnol E unu T-HR
npu cmpamuguxayuu no npomoxony ALL-MB 2015 uiu epynna evicokoeo pucka no npomoxony ALL
IC-BFM 2002 — cm. npunoswcenue A3).

e Bcem mammentam miaame 18 sner ¢ OJIJI pekomenayercs Ha 8-l JeHb MHAYKUIMOHHOM Teparuu
BBITIOJTHEHWE 00mero (KJIMHUYECKOTO) aHaiu3a KpPOBHM Pa3BEpPHYTOrO0 C  00sS3aTeIbHBIM
mudepeHIpOBaHHBIM MOACYETOM JIEUKOIUTOB (JieWkonuTapHas (Gopmyna) sl OUEHKU PAHHETO
OTBETA HA Tepamuio (PeayKUHs/IEpCUCTUPOBAHUE OJACTHBIX KIJIETOK B Mepudepuiyeckoil KpoBH) U

BBIOOpA TAaKTUKHU JajibHele tepanuu [1-6,17,22-24].
Yposennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

Kommenrtapuu: Oyenka panneco omeema na mepanuio A61A€mcs KIIOYe8blM MOMEHMOM 8 JleYeHUU
OJIJL. Ilnoxoti omeem Ha cmepoudHyio «gop-azyy saensemcsa ¢hakmopom HedIAONPUAMHO2O
npocHo3a u mpedyem 6 psoe cayyaes (8 3a8UCUMOCHU OM HNPOMOKONA Mepanuu u 6apuanmd

nelxemuu) Mooughukayuy mepanuu.

e Bcem mammentam wmiaame 18 ner ¢ Ph-mosutuBabiM OJIJI pexkoMeHayeTcsi orpeacsieHue
skcripeccun MPHK BCR-ABLp210 (konmuuectBennoe) u onpenenenue skcrnpeccun MPHK BCR-



ABLp190 (konum4ecTBEHHOE) B JUHAMHKE (MEepell HAauaJloM Ka)KJoro stama tepanuud u 1 pa3 B 3
Mecslla Ha 3Tane MOAJAEPKMUBAIOIIEH Tepamuu W IOCJIE€ €€ OKOHYaHWs) JUIsl KOHTPOJIs

3¢ (HEeKTUBHOCTH U BHIOOpA TAKTUKU JalibHEWIen Tepanuu [25-27].
YpoBenn yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommentapuu: Monumopune mumpa mpanckpunma BCR-ABL y nayuenmoé ¢ Ph-no3umugnvim
OJIJI  sensemcsa  KuouegoblM  YClOGUEM  JleYeHUsi MAaKux NAyueHmos, NOCKOIbKY 8 cayuae
He00CMUMNCEHUS/NOMePU MOLEKVIAPHOU peMUCCur mpedyemcs ygenuueHue 003bl/CMeHa uHeubumopa

muposunkunas (UTK).

2.3.3. Monntopuar MOb

B nacmoswee epemsn cmanoapmom monumopurnea sgpghexmuenocmu newenus OJIJI cman monumopume
ocmamoyHol onyxonegou nonyiayuu kiemoxk (MOB) ¢ nomowbio npomounou yumomempuu u/uiu
MONEKYNAPHO-OUONOSUYECKUX Memoooa. Vrkazanunwie Memoobl obnaoarom 8bICOKOU

uyecmeumenvHocmoio  (o6napysxcueaemcs 1 neiikemuueckas kiemxka na 10770

HOPMAIbHBIX
2eMONOIMUYECKUX KIemoK) U C UX HOMOWDbI) MOJNCHO OMCIeHCU8AmMs 6 OUHAMUKE CYObOY
neuxkemuueckoeo kiona. Coxpanenue MOB nocne yumocmamuuecko2o 8030€cmBUst A6Jsemcs CamblM
MOWHBIM — NpocHOCMuUYeckum ¢akmopom vy nayuenmog ¢ OJIJI, ceudemenvcmsyrowum o
Heobxooumocmu usmenenus mepanesmuveckot maxkmuxu [23,28-30]. Touxu uccrneoosanus MOD,
onpeoensaujue nPocHO3, OMAUYAIOMCSA KAK 8 PAIUYHbIX Mepanesmuyeckux npomokoiax, maxk u ojs
pasuvix memooos. bonee moeo, 6 nacmosiwee epemsa 6 Poccuu 6o mHocux cayuasx ucnonv3yromcs
NPOMOKONbl, He npedycMampusarowue npumeneHue pesyibmamos onpedenenus MODL  ona
cmpamuguxayuu Ha epynnuvl pucka y écex nayuenmos [4,15,31,32]. Ilosmomy 6 nacmoswuti momenm
pexkomeHnoosamsb monumopune MOB ecem nayuenmam ¢ OJIJI npeocmasnsiemcs npexcoe8pemenHbiM.
Oonako npu 66edeHuu 8 mepanesmuieckue npomoxonvt monumopure MOB moocem ucnonvzosamucs
KaK 0OUH U3 OCHOBHbIX cmpamuguyupyrowux napamempos. Kpome mozo, u 6 macmoswee 8pems
nayuenmam 6vicoko2o pucka (epynnol E uiu T-HR npu cmpamuguxayuu no npomoxony ALL-MB
2015 unu epynna evicoxoeo pucka no npomokony ALL IC-BFM 2002 - cm. npunoowcenue A3)
monumopune MOB abcontomno neobxooum OJis1 peuleHus 80npoca 0 YerecooopasHoCcmu U CpoKax
nposedenuss MmpaHcniaumayuu  2emonodmudeckux —cmeonosvix kiemox (TI'CK), max «kax
Heobxooumsim ycinosuem ycnewnou TI'CK saensemcs nanuuue MOB-necamueénoii pemuccuu nepeo
mpancnianmayuett [33-35]. Obs3amenvHvlM ycnosuem UCHONBL308AHUS PE3YIbMAMO8 ONpeoeneHs.
MOEF ons evibopa maxkmuku JieueHus: s615emcsl 8bINOIHEHUe UCCIe008aAHUSL 8 0OHOU U3 1AOOPaAmMopull,

aensowencs peghepeHcHou 05l KOHKPEMHO020 Mepanesmuyecko2o npomoxoid.

e Bcem namuenTtam miammie 18 nmet ¢ nepBuuHo-pedpakrepubiM OJIJI Bbicokoro pucka (rpyrmmsl E
win T-HR mpu crparudukanuu no nporokony ALL-MB 2015 unu rpynmna BBICOKOTO pucKa MO
nporokory ALL IC-BFM 2002 — cm. npunoxenue A3) pexomenayercsi MoHuTopuHr MODB
(MMMYHO(EHOTUIIUPOBAHUE OMOJOTMYECKOT0 MaTepuana ais BbIsBIeHUs MapkepoB MObB mnpu
remMo0sacTo3ax) Mocjie KakJIoro srama Tepalnuu JJs PelIeHUs BONpOca U LEIecO00pa3HOCTH U
cpokax npoBenenust TI'CK [33-35].

YpoBeHb yOeAuTEeIbHOCTH PeKoMeHAannil — B (YpoBeHb 10CTOBEPHOCTH J0KA3aTEJIbCTB — 2).



KommenTapuu: nayuenmam epynnwi gvicoxozo pucka monumopune MOB abcontomuo Heobxooum 0
pewieHus eonpoca o0 yenecooopasnocmu u cpokax npoeedenus TI'CK, max kax neobxooumvim
yenosuem  ycnewrnou — TIT'CK  sensemcsa  nanuuue  MObB-necamusnoli  pemuccuu  nepeo

mpchngaHmauueii.

s npunsmus mepanesmuueckux peueHull HeodX00UMOo NONb308AMbC OOHUM U MeM dHce Memooom
0111 moHumopunea MOB na npomsiicenuu mepanuu U GbINOIHAMY UCCIE008AHUSL 8 OOHOU U MO Jice
nabopamopuu. Ananuz MOB svinonusemcs 6 oopasyax KM.

e Mounutopuar MOB (uMMyHO(pEHOTUITHPOBAHME OMOJIOTMYECKOrO MaTepuaia JUisl BBISBICHUS
mapkepoB MOB mpu remobnacto3ax) pexkoMenayercsi mamuentam wiaame 18 mer ¢ OJII,
MOJYYaloUIMM JIeYeHHe [0 IMPOTOKOJIaM, MPEAyCMAaTPUBAIOIIMM CTPAaTU(GUKALUIO TAIlMEHTOB B

3aBUCUMOCTH OT BenumuuHbl MODB, nis koHTposis 3(pPEeKTUBHOCTH M BBIOOpA TAKTHKU TEpanuu

[29,30].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTapuu: Ob6uapyscenue MOB nocie yumocmamuueckoco 6030€UCmeus s611emcs MOWHbIM
npoenocmuyeckum gakmopom y nayuenmos c¢ OJIJI, nosmomy oH ucnonvsyemcsi 8 HeKOmMOpPbiX
cyujecmsylowux — Ha — ce20OHAWHUN  O0ewb  npomoxonax  mepanuu  OJIJI 6  kauecmee
cmpamuguyupyrowezo gaxmopa [23,28-30]. B 3asucumocmu om eenuuunvt MOB 6 onpedenenuvie
KOHKDEMHbIM NPOMOKOIOM KOHMPOTbHble MOYKU MeHsAemcs mepanesmuyeckas maxkmuixa. Touku
uccneoosarnus MOB, onpedensarowue nNpocHO3, OMAUYAIOMCA 8 PA3IUYHBIX MEPANeSMU4ecKux
npomoxonax. He pexomenoyemcs usmepenue MOB nayuenmam 6He KOHMPONbHBIX MOYEK

UCNOJIb3YemM0O20 npomokKo/a.

s npunsmus mepanesmuueckux peueHull HeodX00UMo NOIb308AMbC OOHUM U MeM dHce Memooom
ons monumopunea MOB na npomsscenuu mepanuu u 8bINOIHAMY UCCIEO08AHUSL 8 OOHOU U MOU dice
nabopamopuu. Ananuz MOKB svinonnsemcs 6 oopasyax KM.

2.4 UncTpyMeHTAJIbHbIE THATHOCTHYECKHE UCCIIe0BAHUSA

e Bcem mnanumenram monoxke 18 ner ¢ momo3pennem Ha OJUJL, a Takxke BCEeM NAUHUEHTaM C
BepudumpoBanubiM  OJIJI 10 Havama JiedeHHUS PEeKOMEHIYeTCsl TPOBEJACHUE MPUIICIHHOM
peHTreHorpaduu OpraHoB TPYAHOW KJIETKM B MPSAMOM W MpaBod OOKOBOM MPOEKIHUU ISt

MOJTBEPKICHUSI/UICKITIOUEHHSI IOPaKEHUsI CPEAOCTEHUSI U BbIOOpa TaKTUKU Tepanuu [1-4].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenrapuu: Juacnoz onyxoneeou maccel 6 nepeonem cpeooCmeHuu Cmasumcs no HpsamMomy u
npagomy 0OOKOBOMY DEeHM2eHOBCKUM CHUMKAM 2pYOHOU Klemku. B ciyuae ee @viasneHus noxkazamo
makxaice npogedeHue KOMNbIOMEPHOL MoMOozpaguu OpeaHo8 2pyoOHOlU NOAOCMU C OYEHKOU MOYHbIX
pasmepos onyxonegou maccwl. IIpamotl u npagwviti 6OKOBOU peHM2eHO8CKUe CHUMKU 2PYOHOU KIemKu

00/IHCHBL ObIMb COENLAHBL OOHOBPEMEHHO U 00 HAYALA JIeUeHUs.



o [Tanmentam monoxe 18 ner ¢ OJIJI B cimydae BBISIBICHHSI OIYXOJEBOM MAacChl B NEPEIHEM
CPEIOCTEHHWH TI0 JIaHHBIM pPEHTreHOrpaduu PeKOMeHAYyeTCsl TPOBEIECHUE KOMITbIOTEPHOU
tomorpaduu (KT) opraHoB rpyaHOM MOJOCTH [ OLIEHKHM TOYHBIX PAa3MEPOB OMYXOJIEBOTO
MOPKEHUSI U TIOCJIEAYIOIIee KOHTPOJIbHOE MCCIIEOBAHNUE 110 OKOHYaHUU MHAYKIIMOHHOW Tepanuu

JUTSI OLIEHKH OCTaTOYHOTO 00beMa OMYXOJIHM M BRIPAOOTKM TaKTHKH Tepanuu [36].
YpoBeHnb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).

KoMMeHTapum: B ciyuae 6bulAGIeHUS NOPANCEHUsT CPeOOCMmeHUss NO OAHHbIM peHmeeHozpagpuu
HeoOX00UMO UCNONb308aHUe O0Nee MOYHLIX MemOo008 GU3VAIUZAYUU C OYEHKOL MOUHbIX PA3MEPO8
ONYXONeBolU MAcchl. Mo HeobXooumMo 6 oOanvHeliuiem Ol OYeHKU 3p@ekmusnocmu mepanuu,

KOHCmamayuu cmaniyca pemuccuu uiu no@m@epofcdeHuﬂ HeoOX00UMOCMU USMEHEHUS. mepanuu.

e Bcem mnanuentam Mmomnoxe 18 ner ¢ momo3pennem Ha OJIJI, a Takxke BCEM NalMEHTaM C
BepudunupoBanHsiM OJIJI 10 Havana 7edeHus peKOMEHyeTcsl TMPOBEIEHHE YIbTPa3BYKOBOE
uccinenoBanue (Y3U) opranoB OpromHONH TmonocTH (KOMIUIeKcHOe), Y3U  3a0promuHHOTrO
npocTtpancTBa 1 Y3U opraHoB mManoro Tasza (KOMIIEKCHOE) Il YTOYHEHHUS PacTpOCTPAHEHHOCTH

3a0071€BaHUS ¥ OIEHKU COCTOSHUS TAIlMEeHTa, B TOM YHCJIE OTACIBbHBIX OPraHoB U cuctem [2—4,20].

YpoBenb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJILCTB — 5).

KomMmentapuu: [lposedenue Y3U neobxoO0umo O0ni OYeHKU HATUYUSL NOPANCEHUS U PA3MEPO8
UHPUILMPUPOBAHHBIX NAPEHXUMAMO3HBIX OP2AHO8 U JTUMPAMUUECKUX Y3108 OPIOWHOU NOI0CMU,

AUUECK, OP2caAHO6 MA1020 ma3d, d MAKIHCE 6blA6/IEHUA conymcmeyiou;ezl namaoijiocuu.

e buoricus simuka He pekoMeHayeTcs nanreHTam mosoxe 18 mer ¢ mogpo3penuem Ha OJIJI, a Takxke

nanuenTaMm ¢ BepudunuposanasiM OJUJT [1-4].
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTtapuu: /Juacno3 unuyuanvno2o nopasxcenusi AudeK YCMAaHAGIUBAEMCs HA OCHOBAHUU
KIUHUYECKUX OAHHBIX U YIbMPA38YKOB020 UCCIE008aHUSl Op2aH08 MOWIOHKU. buoncus sauuka npu
NOO003PEeHUU HA UHUYUATbHOE NopaxdceHue He noxasauna. Muuyuanbroe nopasicenue audex He eausiem
Ha cmpamugukayuro u 6vl00p mepanuu, OOHOCMOPOHHASA UNU OBYXCHOPOHHSAS OPXUIKMOMUSL He

npeoycmMompend.

e Bcem mnanuentam momnoxe 18 ner ¢ momo3penneM Ha OJIJI, a Takxke BCEM NalMEHTaM C
BepuduimpoBanabiM OJIJI 1o Havana neueHus pexkomenayercsi mpoeacHue KT romoBHOro mosra
i MPT romoBHOTO MO3ra JijIsl HCKITFOUCHUS/TIOATBEPKICHUS HHULIHAIbHOTO nopaxkenus [ITHC [1—
4].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATeIbCTB — 5).

e Bcem mnanuentam momnoxke 18 ner ¢ momo3penneM Ha OJIJI, a Takxke BCEM NalMEHTaM C

BepudurmpoBanubiM  OJIJI 10 Havama JiedeHWS W B IIPOIECCE TEpamuu PeKOMeHAyeTCsl



perucTpanus  ANEKTPOKApAHOTpPaMMBbI U pacliM(poBKa, OMUCAHWE W  WHTEPHpPETALUS
ANIEKTpoKapauorpapuueckux  JaHHbIX M 3xokapauorpadpum  (Oxo-KI')  nanga  BbiABIEHUSA

COMYTCTBYIOIIEH NATOJOTHH U BO3MOKHBIX KapAUOJIOTMYECKUX OCI0KHEeHUH [1-6,20].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5).

KommenTapuu:  Yuumwieas  kapOuomokcuuHocmes  npenapamos  2pynnel — AHMPAyUKIUHOS,

ucnonvzyemvix 8 mepanuu OJIJI, kaxcowviii paz neped ux gederuem 8cem NAYUeHmMam peKomeHOyemcs
nposedenue IKI, Oxo-KI'

2.5 UHble TMarHocTU4YeCKHue UCcjae10BaHus

e Bcem mnanuentam Mmomnoxke 18 ner ¢ momo3penneM Ha OJIJI, a Takke BCeM NalMEHTaM C
BepuduimpoBanubiM OJIJI 10 Havana neyeHUs: peKoOMeHayeTcsl NpueM (OCMOTpP, KOHCYJIbTAIIMS)
Bpava-HEBPOJIOTA MEPBUYHBIA U MpHUEM (OCMOTP, KOHCYJIbTaIUsI) Bpada-o(TaapMoiora mepBUIHBIHN

JUUISL BBISIBIICHHSI pacTIpOCTPAHEHHOCTH TIpoIiecca U BIOOpa TaKTUKH Tepamnuu [ 1-6,20].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

Kommenrapuu: Ocmomp e6paua-nesponoca neobxooum OJisl 6blA61eHUs/UCKIIOYEeHUS NPUSHAKO
Hetiponetikemuu (nopadicenue YMH, ouacosas cumnmomamuxa). Ocmomp epaua-ogpmanemonoca
npo8ooUMcs ¢ 00A3AMENbHLIM OCMOMPOM 21A3H020 OHA OISl 8bIAGNEHUS/UCKIIOYEHUS NetKeMUYeCKOl

uHgurbMpayuy, KPOBOUINUIHULL.

e Bcem mnaunumentam Mmonoxe 18 mer ¢ OJIJI Beicokoro pucka (rpynnel E wim T-HR  mpm
ctparuduxaiuu no nporokory ALL-MB 2015 unu rpynna Beicokoro pucka no nporokony ALL IC-
BFM 2002 — cm. npuioxkenue A3), a Takke WX CHOJMHTaM W POJUTEISIM PEeKOMEHIYyeTCsl
onpenenenne HLA-aHTUTEHOB ¢ 11€JIbIO MOMCKa MOTEHIMaIbHOrO JoHOopa misa nposenenus TI'CK
[4-6,16,31,32].

YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommentapuu: /lposeoenue TI'CK nokazano ecem nayueHmam blcoko2o pucka 8 I-u pemuccuu npu
yCao8uu  0OHApydiceHusi pPOOCMBEHHO20 NONHOCMbIO coeMecmumoco Oonopa. Illayuenmam, He
00CMUSWUM PEMUCCUU NOCTe NPOBedeHUs. UHOVKYUOHHOU mepanuu, 00Iuecamuo noKA3aHa aulo2eHHAs
TT'CK n06020 muna (8 3a8ucumocmu om 0OCHYNHOCMU OOHOPOS U 0N MEXHUYECKUX 803MONCHOCMELL)
[16,31,37-40]. Ilosmomy eécem nayuenmam HLA-munuposarnue u unuyuayus nOUCKa 0OHOpa O0NHCHbL

npoBOOUMbBCA CPA3y NOCIe CMmpamupurkayuy NaYueHmos 8 2pynny 8blCOK020 PUCKA.



3. JIleuenne

3.1 KoncepBaruBHOE Jie4eHHUE

3.1.1 Jleuenne ocHOBHOIO 3a00aeBanus (OJLJI)

Ilenu neuenusn [1-6]:

o Opalduxayus netkemMuieckoeo KioHa,
e Boccmanosnenue HOpMAaIbHO20 KPOBEMBOPEHUSL,

o Jlocmuoicenue onumenvbHol 6eccoObIMUUHOL SbIHCUBAECMOCTIU.

Jleuenue OJIJI ocywecmensemca npu nomowu KOMOUHAYUL YUMOCMAMUYECKUX NPenapamos,
8800UMBIX P/0, 8/8, 6/M U UHMPAMEKATbHO NPU CIPO2OM COOI0OeHUU 003bl, ONUMENbHOCIU U 8PeMeHU
86€0€HUsL CO2NLACHO 8bIOpaHHOMY mepanesmuyeckomy npomokony [1-6,15,16]. Kpome moeo, ons psaoa
nayueHmos 6 npeoyCMOMPEHHbIX NPOMOKOIOM CAYYASAX NPOBOOUMCs OONyYeHUue YeHmpaibHOu
Hepenou cucmemsl [14,41,42]. Tepanus Oondicha Obimb Hauama Kaxk MOJNCHO paubuie, 0OHAKO Oisl
Hauana mepanuu HeoOXo0UMO Oblmb NOIHOCMbIO VEEPEHHbIM 6 OUACHO3e U YCMAHO8UMb 00beM
nopaxcenuss [1-4]. [na npoeedenus s¢hgpexmusnoco neuenuss HeobOXOOUMAa  AOEKBAMHAS
conpogooumenvHas u 3amecmumenvras mepanus [43].

e Jleuenue mnanmeHtoB monoxke 18 ner ¢ OJIJI cTtporo pekoMeHAyeTcs NPOBOAWTH C IMOMOUIBIO
KOMOWHHPOBAHHOW ITUTOCTATUYECKOM TEpamuu MO OJHOMY M3 CIEIYIONIMX TepareBTUYECKUX
MIPOTOKOJIOB, UMEIOIIUX CPABHUMYIO 3PHEKTUBHOCTH (CXeMbl Tepanuu cM. [Ipunoxenue A3):

o Ilpotokon rpynnsl Mockea—bepnun (ALL-MB-2015) [44]

YpoBenb yoeaureabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /I0KA3aTEJNbCTB — 5).
o Ilporokon rpynnsl BEM (ALL IC-BFM-2002) [45]
YpoBenb yoeauTeabHOCTH pekoMeHaauunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 4).

KommenTapuu: Jleuenue Oondxcno ocywecmensimoscsi MONLKO 8 COOMEEmcmeuu ¢ OOHUM U3
CHeYUaIbHO paspadomanHulx mepanesmuieckux npomoKoio8, NOOPOOHO pe2iameHmupyroujemy 003vl
U KOMOUHAYUU NPUMEHSEMBIX IeKAPCMBEHHBIX NPenapamos, CPoKuU 88edeHus, 0emaiu 00C1e008anus U
MAaKmuKy npoeeodeHuss YUmocmamuyeckol U Cconposooumenvhou mepanuu. J[o3vl, Ccpoku u
ONIUMENbHOCb 86€0€HUS JIEKAPCMBEHHBIX NPENnapamos OOIHCHbL OblMb 8 CMPO2OM COOMBEMCMBUU C
BLIOPAHHBIM  MEPANEBMUUECKUM NPOMOKONIOM. 3aMeHa J1eKapCMEeHHbIX Npenapamos, nponycku
86€0€eHUsl, U3MEeHeHue 003bl, OJIUMETbHOCMU UIU O0YepeOHOCmU B8Be0eHUsl NPenapamos He

O0ONYCKaromcsl.

o nauana mepanuu nayuenmol paz0ensOmMcs HA SPYNNvl PUCKA — NOOSPYNNbL NAYUeHmos8 ¢ bojee
HU3KUM U OO0llee BbICOKUM PUCKOM pA38UMUs Deyuousos 3a00Ne8anus, KOmopoe NposooOumcs Ha

OCHOBAHUU NPOSHOCMUYECKUX haxmopos, onpedeieHHblx npu ouacnocmuxe [1-6,16—18,31].



Paznuunvie mepaneemuueckue npomoKonbl UMEON HECKOIbKO Omauyaowuecs opye om opyed
Kpumepuu, onpeoensiouue pynnvl PUcCKd, CO2LACHO KOMOPbIM NAYUEHMbl NOLYYAIOmM PAa3iudHble
gapuanmsl Jje4eHus, OOHAKO 6 OCHOBHOM NAYUEHMO8 pa3z0eisalom HA mpu 2SpPynnvl PUcKa:
CMAaHOApmMHbll, NPOMeNCYMOUHbLU U 8blcokull (cm. [punodicenue A3).

Cospemennoe newenue OJIJI cocmoum u3z HeCKOIbKUX OCHOBHBIX (a3 UHOYKYUS PEMUCCUU C NOMOUBIO
4 u Oonee acenmos, 6800UMbIX 6 meueHue 4—6 Hedenb, MYIbMUASEHMHAS KOHCOMUOAYUS
(«3aKkpennenue») pemuccuu u noOOepIHCUBAIOWAs Mepanus, KAk Nnpasulo, aHmumemaboiumamu 6
meuenue 2-3 aem [1,4,6,46-48]. OcnogHnvle 2nemeHmbl U BO3ZMOMCHLIE  UCNONb3YEMble

xXumuonpenapamol npeocmasienst 6 maoaiuye 2:

Tabnuya 2. @azvl mepanuu OJIJI u ucnonvsyemvie nexapcmeenmvie npenapamel.

®daza Tepanuun Ha6op nekapcTBeHHbIX NpenapaTosB

NHAYyKUMOHHas Tepanus MpeaHunsonor** unu pekcameTasoH**, BUHKPUCTUH**, payHopybuuuH**, acnaparnHasa**,
umknodochamMua**, umtapabuH**, mepkanTonypuH**,

KoHconuaunpytowas tepanms MepkanTtonypuH**, #meToTpekcat**, acnaparnHasa**
PenHayKkumMoHHasa Tepanus [JekcameTasoH**, acnaparvHasza**,  pgokcopybuumnH**, BUHKPUCTUH**, unTapabun**,
umknogochammnag**
Mopaepxxunsatowas Tepanus MepkanTonypuH**, meToTpekcaT**
Hmeromes  yoeoumenvhvie  00KA3amenbCcmed yeenuuenuss dphexmuenocmu  mepanuu  npu

UCNnoib306dHUU KAK MUHUMYM 4-xomMnoneHmHou uHayKI/ﬂ/IOHHOZZ mepanuu (Z/ZiOKOKOpmuKOMObZ,

BUHKPUCUHK**, aHmMpayukiuHsl U poocmeenHvle coeourenus, acnapacunasa™** [1,15,16,18,31,49,50].

Unoyrkyusa pemuccuu y nayuenmos ¢ OJLJI donxcna nposodumscs 6 cmayuoHapHulx yciosusx. Ilpu
neyenuu nayuenma c OJIJI HeobXo0O0umMo Ovimb 20MOBbIMU K PA3GUMUIO MSANCENbIX OCLONCHEHUL,

mpeoyowux 6e3omniazamenvHol UHMEHCUBHOU mepanuu.

Oyenka 3¢ppexmusnocmu mepanuu npogooumcs na 8-u, 15-ti Onu u no oxonuanuu undykyuu. Ha 8-ii
OeHb  OyeHusaemcsi KoOIuyecmeo  ONACMHbIX  KIemOK 8  nepugepuueckou Kposu nocie
yumopedykmugnou npogasel. Ha 15-1i oenv — konuuecmeo onacmuvix kiemok ¢ KM. Ilo oxonuanuu
UHOVKYUOHHOU Mepanuu OYyeHusaemcs 0OCMUNCEHUe PeMUCCUU — KOIUYEeCmB0 ONACMHbIX KI1emoK
KM, nanuuue/coxpanenue sxcmpamedyiisapusix ouazos. Oyenka 1ukeopa (ucciedoganue yposhs benka
8 CHNUHHOMO32080U JICUOKOCMU, UCCIe008AHUE YPOBH: 2NI0KO3bl 6 CHUHHOMO32080U HCUOKOCMU,
MUKPOCKONUYECKOe UCCIe008aHUE CRUHHOMO32080U HCUOKOCMU, NOOCUem KIemOK 68 CYemHOU Kamepe
(onpedenenue yumosa) u YUMONO2UYECKOE UCCIe008aAHUE KIeMOK CHUHHOMO32080U JHCUOKOCMU)
NPOBOOUMCST KANCOBINL pPA3 NPU BbINOIHEHUU CHUHHOMO32080U NYHKYuu (cm. pazden 2.3 OamHbIX
pexomenoayuti). Ilayuenmoi, ne docmuuiue pemuccuu nocie UHOYKYUOHHOU mepanuu, nepesoosimcsi 8
epynny evicokozo pucka (epynnol E unu T-HR npu cmpamuguxayuu no npomoxony ALL-MB 2015 unu
epynna evicokoeo pucka no npomokony ALL IC-BFM 2002 — cm. npunoowcenue A3) [1-6,17,23,51].

llayuenmol, Oocmucwiue pemuccuu  nocie  UHOVKYUOHHOU — mepanuu, oanee  NOIYYAIOM
KOHCOMUOUPYIOWYIO Mepanuro 6 3A8UCUMOCIIU OM GblOPAHHO20 Mepanesmuieckoc0 npomoxoid.

Tepanuﬂ KOHCOJZM@CZI/{MM npu omcymcmeuu OCJIOJICHEHULL  MOJcem I’lpO@OdUWleﬂ 6 YCIOBUAX



cmayuonapa o00Ho2o OwuA. Eciu mepanesmuueckuil NpomoKon npeoycmMampusaem uUcnoIb308aHue
8bICOKUX 003 Memompekcama™™® (npomokonvt BFM), onu oondicuel npogooumvcsi 6 Yclo8uUsx
KpY2loCYmo4HO20 — CmayuoHapa U MOHUMOpUHeA — KOHYeHmpayuu  Mmemompekcama™*.
Konconuoupyrowas mepanus, Kak npasunio, COCMoum u3 HecKonvkux ¢as (npomoxonvt MB: ¢gazvr S1,
S2, 83; npomoxonvt BFM — ¢haza Il npomoxona I, npomoxon M, II npomoxon). Ilepeo nauanrom
Kasxico0020 smana 00A3amenvHo ucciedosanue obujeco amanuza Kpoeu, OUOXUMUYECKO20 aHaNu3d
Kkposu. Ilnowaov nosepxnocmu mena 01 pacuema 003 JEKAPCMBEHHLIX — NPenapamos
nepecyumvleéaemcs 3aH080 Neped HA4aloM Kaxicoou ¢hasvl KOHconuoupyrowel mepanuu. Yciosus
Hayana OmOelbHbIX JIMAN08 KOHCOMUOAYUU HNPONUCHLIBAIOMCA 6 KAXCOOM Mepanesmuyeckom
npomokKone u Mo2ym HecKkonvko omaudamscs. O0A3amenbHulM  A61Aemcsi COXPAHeHUe KAUHUKO-

2eMamonocUeckol pemMuccuu, Omcymcmeue NpusHaKo8 UH@ekyuu u omcymcmeue Yumonenuu 6
nepughepuuecxou kposu [1-4,6,20,46—48].

e Bcewm nanuentam momnoxe 18 net ¢ OJIJI pekomenayercsi 00s3aTebHOE UCTIONB30BAaHUE METOJIOB,
HANPaBJICHHBIX Ha MPO(PWIAKTHKY WIM JICYCHHUE HeHpoJeiikeMun (MHTpaTeKalbHOE BBEICHUE

JIEKapCTBEHHBIX MPEINapaToB, B OTJEIbHBIX ClIydasix — KpaHuajabHOe 00myuenue) [41,42,52-54]
YpoBeHb yOeAUTEILHOCTH PeKOMeHAalunil — A (YPOBeHb I0CTOBEPHOCTH 10KA3aTeJILCTB — 1)

KommenTapuu: Ob6azamenvnuviv komnonenmom 6 newenuu OJIJI sensemces npoguirakmuxa u nedenue
Hetponetikemuu [55]. Ochoeubimu memooamu npoguiakmuku u jedeHus HeupoietkeMuu 6/ s0mcs
UHmMpamexaibHoe 86edeHuUe XUMUONPENnapamos (memompexcam*¥*, yumapadoun **,
2TIIOKOKOPMUKOUODL) 8 B03DACMHBIX 003UPOBKAX U KPAHUAIbHOE 00NyYeHUe 8 PAHHUE CPOKU OM HAYAld
neyenus. Kpanuanvnoe obnyuenue umeem HenocpeoCmeeHHvle U omodieHHble N0OouHble d¢hghexmubi,
NO3MOMY 8 COBDEMEHHBIX NPOMOKOLAX OHO UCHONIb3YEMCs MOAbKO OJisl HeOOIbULOU YemKO 8bl0eleHHOL

nooepynnsi nayuenmos — cm. paszoen 3.3. Unoe nevenue [1,17,41,42,52-54,56].

e V manuentoB mmanauie 18 nmer ¢ Ph+-OJUI (OJUUI ¢ nanuunem Qunanenbuiickoil XpoOMOCOMBI —
1(9;22)(q34;q11.2)/BCR-ABLI1) pexoMeHayeTCsl WCIIOJIb30BAaHNE WHTHOWTOPOB TMPOTEHHKHHA3

OJTHOBPEMEHHO U IOCJIe CTaHaapTHOM Tepanuu [15,57-61].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 4).

KommenTapuu: Ocobyro mepanesmuueckyio epynny cocmasisiom nayuenmol ¢ Ph-nozumushvim
OJUUI (c wnanuuuem t(9;22) unu BCR/ABL), mpaouyuonno omauyarowjuecs nioXum npocHO30M,
CBA3AHHBIM C NJIOXUM OMBEMOM HA UHOVKYUOHHYIO Mepanuio U 6blCOKOU Yacmomot peyuousos. /o
HedaeHe20 8pemMenl CMAaHOApmom mepanuu OJisk MmaKux nayueHmos 0vlia UHMEeHCUBHAS 8bICOKOOO3HAS
xumuomepanus ¢ nocieoyrouum nposeoenuem TICK npu ycrosuu 0ocmudxiceHusi pemuccuu.
Yuumuieas umerowuecs na ce20OHAUMNUL OeHb OAHHbLE NPOBEOEHHBIX MENCOYHAPOOHBIX UCCTe008AHU,
2080pawue 0 BbICOKOU IhheKmusHocmu UCNONb308AHUS V MAKUX NAYUEHMO8 UHSUOUMOPO8
NPOMEUHKUHA3 HA (YOHe XUMUOMEPANUU CHUNCEHHOU UHMEHCUBHOCMU, 8 MOl cpynne NayueHmos ¢
15-20 OH5L UHOYKYUOHHOU mepanuu peKomMeHOyemcs exceOHe8 bl npuem umamunuoba™* 6 0oze 300 me/
m? [62]. TI'CK Gomvuwe He pexomeHOyemcs 6ceM NAYUEHMAM 6 Nepeoil PeMuccui, d OCmaemcs

mepaneemuyeckoll onyuell y peihpakmepHviX NAYUEHMO8 U NPU DA3GUMUU peyuousa 3a001e8aHus
[58,61].



B cnyuae pedppakmeprocmu 603mModiCcHO yéenuuenue 003b umamunuba** ¢ 0sa pasa (600 me/m’/cym).
B cayuae omcymcmeuss omeema Ha yeeiuueHue 003bl, PEKOMEHOYemcsi nepexo0 Ha Mepanuro
uHeUGUMOpamu npomeunkunas 2-20 nokonenus (Hoazamunu6** 80 me/m’/cym [63], #uunomunu6**
230 me/n’ 2 pasa 6 dens [64]). Kpome mozo, nioxas neperocumocms umamunuba**, dasxice HecMomps
Ha OocmudiceHue pemuccuu, u Haiuuue mymayuil 6 eene ABLI, makowce sensiemcs ocnoeanuem OJis

3aMeHbl €20 Ha UHUOUMOp NPOMeUuHKuHas 2-2o nokoienus (#oazamunud™*) [57,58,61].

Ucnonvzosanue #Hoazamunuba™* 6 nepeoil nunuu mepanuu peKoMeHOYemcs 6 Ccayuae HAaIUuyUsl
unuyuanvroz2o nopaxcenus L{HC, m.x. on s615emcs eOUHCMBEHHbIM UHSUOUMOPOM NPOMEUHKUHA3,

xopouto nporuxarowum ¢ LIHC [61,65].

Ha cecoonsiunuii Oenb He cyujecmayem cmaHOapmHulX peKOMeHOayull OMHOCUMENbHO OIUMENbHOCU
mepanuu uneubumopamu npomeunkunas. QoHako umerowuecss OaHHvle NO360AI0M PEKOMEHO08ANMb
npooondCeHue MOHOMepanuy UHeUOUmMopamu npomeunkunas y nayuenmos ¢ Ph-nozumuenvim OJIJ1

euje 8 meueHue KaKk MUHUMyM 3 1em nocie OKOHuaunus xumuomepanuu [S8].

e V nanuentoB muafame 18 ner ¢ BCR-ABLI-nogo6usim OJIJI B cirydae mioxoro paHHEro OTBeTa Ha
Tepanuio M Haauuuss MyTtaumid B reHax ABLI, ABL2, PDGFRB, CSFIR, pexkoMeH1yeTcs

ucnonb3zoBanre UTK B nononHenue k cranaaptaoi tepanuu [66—70].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH /10KA3aTEJNbCTB — 5).

KomMmentapuu: Ocobyro mepanesmuueckyro epynny cocmasnaiom nayueumol ¢ BCR-ABLI-
nono6ueM OJIJI — eapuanmom netikemuu ¢ npoghuiem 3Kcnpeccuu 2eHos8, cxooHvim ¢ Ph+-OJIJI
00HaKo 6e3 obHapycenus xumeproeo 2ena BCR-ABLI. Dma nooepynna xapaxmepuszyemcs nioxum
NPOCHO30M, BbICOKUM PUCKOM PA38UMUS PEYUOUBO8 U pehpaKmepHOCmU, PAZHO00pa3ueM KIUHUYECKUX
Npos6IeHUll, MHO2000pa3uem 8apuanmos Mymayutl, aKkmusupyrouux pasiuyHvle CUSHAlIbHble NYmu.
Bce ecenemuuyeckue usmenenus, onucanuvie npu smom eapuanme OJIJI, densm Ha HeCKOIbKO noo2pynn:
nepecmpotiku CRLF?2, nepecmpoiiku eenoé ABL xnacca, nepecmpouxu JAK2 u EPOR, mymayuu,

axmusupyowue cueHarvrvle nymu JAK-STAT unu MAPK, opyaue pedkue napyuieHus KUHa3.

Hecmompsi Ha clodxcHyo 2eHemuueckyio KapmuHy, umerowjuecs Ha Ce200HAWHUL OeHb OaHHble
KIUHUYECKUX UCCTe008aHUll 2080psam o0 Hanuuuu 6 oonvuuncmee ciyyaed BCR-ABLI-nogo6HOTO
OJUJl, muwenu o0na mapeemnou mepanuu. B Heckonbkux uccnedosaunusx Ovila NOKA3aAHA
agphexmuenocmo y maxux nayuenmos UTK 6 komounayuu ¢ xumuomepanueti. Ilpu ecex oegpexmax
ABLI, ABL2, PDGFRB u CSFIR nokazanma uy8CmeumenbHOCMb K UHSUOUMOPAM MUPOZUHKUHA3

(umamunu6 ** unu #oazamunud**).

Ilepecmportiku JAK2/EPOR u opyeue, akmusupyrowue nymo JAK-STAT, mocym 6vime wyscmeumenbHul
K uneubumopam JAK2 (ATX — LOIXE, uneubumopu npomeunxunas) (Hpykconumunu6** 40 me/m® 2
pasza 6 oenw [71]).

e Bcem mamumenram wuaame 18 nger ¢ OJIJI HacTosiTeNIbHO pPeKOMEHAYeTcCsl IPOBEICHUE

MOJIZICP>KUBAOIICH Tepariy MepKanTonypuHomM™** u metorpexcarom™* [1,2,73,3-6,15,16,32,72].



YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 4).

Kommentapuu: /loodepoicusarowias mepanus npogooumcsi 00 00CMudicenus ooujeti OaumenbHoCmu
mepanuu 2 2ooa. Iloodepoicusaroujas mepanusi cOCmMoum u3 exceoOHe8HO20 NepopalbHO0 npuemda
mepkanmonypuHa** c esxcenedenvHbiM 66edenuem memompexcama™* (e/m unu p/o 6 3asucumocmu om
mepanesmuyeckoco  npomokona).  Ob0sa3amenvHbiM  YCA08UeM — A0eK8AMHO20  NPOBedeHUs.
noodoepxcusaroweli. mepanuu s6JsAemcs C60e8PEMEeHHAs. KOppeKyus 003Upo8KU mMepKanmonypurna™* u
memompekcama** @ 3asucumocmu om Koauuecmea Jeuxoyumos. 3adaveu sAGNAemcs MaKdasi
IOCIMUPOBKA 003, npedcoe 8ce20 MepKanmonypura ™™, umoowvl neukoyumvl cmabuibHO 0epHCAIUCH 8
npeoenax om 2000 oo 3000/mxn, e donyckas Kax pazeumus aniasuu, maxk u y8eiudeHusi 1eukoyumos
sviuie 3000—-3500/mxa.

IIpomoxonvt  cepuu  Mocksa—bepnun  npedycmampusaiom — makdce npogedenue  PeuHoyKyull
(Oexcamemazon™** + euukpucmun™*), xascovie 6 Hedenvp nodoepoicusaroweti mepanuu [74,75). Ha
nepevix mpex PpPeuHOYKYUsX HNpoBOOSAMCs UHMPAMEKAIbHble 68e0eHUs 3  XUMUONPEenapamos.
Tayuenmam, Komopwvim npoOOUNOCH KPAHUATbHOE 00NyYeHUe, UHMPAMEKAIbHO 88005IMCSL MOIbKO 2

npenapama — memompexcam** ne esooumcs [20,32,46,47].

o [lTanmentam mumanme 18 ner ¢ OJIJI, HE AOCTUTIIMM PEMHUCCHUM TIOCJIE UHIYKIMOHHOW TEparuu
(rpynmbl E i T-HR  nipu crparuduxanuu no nporoxkony ALL-MB 2015 unu rpynna BbICOKOTO
pucka no mpotokoiny ALL IC-BFM 2002 — cm. npwioxeHue A3) pekoMeHIyeTcsl TTPOBEICHUE
WHTEHCUBHOM BbIcOKog03HOM [1XT [1-4,6,16,32,47,48].

YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10Ka3aTeJbCTB —4).

Kommenrtapuu: Ilayuenmoi, onpedenennvie 8 2pynny 8blcOKO20 puckd, no 3aeepuieHuu UHOYKYUOHHOLL
mepanuu, NOLYYAIOM UHMEHCUBHYIO 6blcokodo3uyio IIXT, npeocmasnaiowyro coboii Kopomxue
nocneoosamenvhule Kypcol unmencusnou IIXT — «bnokuy». B 3asucumocmu om nanuyus noKazauui,
COBMECMUMO20 OOHOPA U  OOCMUMNCEHUS.  KAUHUKO-2eMAMONI02UYECKOl PeMUCCUlY, NayueHmam

nposooumcs TI'CK 6 makcumanbHo panHue cpoxu.

Tepanus nayuenmos evicoxozo pucka (epynnot E unu T-HR npu cmpamugpuxayuu no npomoxony ALL-
MB 2015 unu epynna evicokozo pucxka no npomokony ALL IC-BFM 2002 — cm. npunoocenue A3)
nPOBOOUMCSI MONBKO 8 YCIOBUAX KPY2NOCYmMouHo2o cmayuonapa. lleped mauanom xasxcooeo 61oka
gvicokooosnou XT — obazamenvno  uccredoganue 06we20  KIUHUYECKO20 — AHANU3A  KPOSU,
OUOXUMUUECKO20 AHANU3A KPOBU 00U emepanesmuyecko2o, ucciedosanue @QyHKyuu HeppoHos no
Knupency kpeamununa (npooa Pebepea), pecucmpayusi IKI. I[lrowaov nosepxnocmu mena O0as
pacuema 003 JIeKAPCMEEHHLIX NPenapamos Nepecuumsvléaencss 3aH080 neped HAYaioM Kadtco020

onoxa. Oyenka cmamyca pemuccuu nposooOUmcsi neped Hadaiom Kaxcoozo oioka XT.

Tepanuﬂ O0JIJICHA HAYUHAMBCS KAK MOINCHO 6blcmpee, umo 0COOEeHHO BadHCHO OIS nepevlix mpex
mepanesmu4ecKux Ja71emMermoe. BpeMeHHble NPOMEeNCYNKU MeDfC()y ajlemernmamu onpedeﬂﬂiomC}z
BbIXO0OM U3 anjia3uu, 061/141/!]1/1 CoCmosAHuem nayuerma u 00bEKMUBHO pezucmpupyeMoﬂ OpZClHHOIZ
moxkcuyHocmvio.  Munumanvuwil npomesricymoxk MeDfCay Ha4yajiom OByX Nnoc1e008amenbHbIX

mepanegmuyeckux snemenmoe cocmaeasiem 21 Oenv. Pedykyus 003 ne npedycmompena. B ciyuae



HeoOX00UMOCMU CPOKU 88E0CHUS KOHKPEMHO20 Npenapama CO8Ueaomcs Uil OH OMMEHSAemcsl.

Tepaneemu%cxud olleMeHm He OO0NMHCeH npepsleamusCA.

o [larmentam mnaamie 18 net ¢ OJIJI Bricokoro pucka (rpynnsl E unun T-HR nipu crpatudukanmm no
nporokosry ALL-MB 2015 wnu rpynna Beicokoro pucka mo nporokoiny ALL IC-BFM 2002 — cwm.
npwiokenue A3), pedpakTepHbIM K CTaHAAPTHBIM KypcaMm Bbicko03HON XT, pexomenmyercs
HCIIOJIb30BAaHME B COCTaBe OJOKOB BbICOKOAO3HOW XT B KadecTBe Tepamuu 2-il JIMHUM HOBBIX

MpernapaToB rPYIIbI AHAIOTOB MTypuHa — KiodapaduHa/Henapadbuna™* [76—84].
YpoBeHb yoenuTeabHOCTH pexoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 4)

KommenTapuu: Dma epynna nayuenmos uyxcoaemcs 8 OanvHeliulell UHMeEHCUDUKAyuU mepanuu
nymem nposeodenus annocennou TI' CK. Heobxooumwvim ycnosuem ycnewnou TI'CK agnsemces nanuuue
MOAKB-necamusnoti pemuccuu neped mpancniaumayuell, Ymo 3a4acmyro A61emcs CJI0NHCHOU 3a0ayeli
U3-3a 3HAYUMENbHOU NpedieyeHHOCmU, pe@pakmepHocmu 3abonesanus k «cmanoapmuoiy XT u

OCPpAHUYEHHO2O Koludecmed HOBblX AKMUBHBIX Xumuonpenapanios.

[lannvie nocneoHux mexcoOyHapoOOHbIX UCCIE008AHULL 2080pam 00 dhphekmusHocmu UCNONb308AHUS Y
IMUX NAYUEHMO8 C Yelblo NpeodoleHust peucmenmuocmu u oocmudicenuss MOB-necamuenoil
pemuccuu ¢ nociedyrouwum npogederuem TI'CK Ho6vlx npenapamos uz epynnvl aHaio208 NypuHd -
knopapadbuna (0na BII-OJIJI u nexomopwvix nooepynn T-OJIJI) u nenapabuna™* (ona T-OJ1JI).

Knogapabun — nypunosulil HyK1e03uOHbIl aHAl02 2-20 NOKOJIeHUsl, CO30AHHbLUL C udeeli UCNOIb308AHUS
8cex mpeumyujecms e2o npeouleCmeeHHukos, #Hpayoapabuna** u #Hxnaopubuna. Mexanusm eeco
oelicmeusi KOMOUHUPOBAHHBIL, OCHOBAH Ha uHeubuposanuu epmenmos cunmesa JJHK, a maxoice
HenocpeoCmeeHH020 8030€eUCMBUSl HA MUMOXOHOPUU C 8blOeNeHUeM Npoanonmomudeckux 0enKos u

yumoxpoma C.

Henapabun** -  nponexapcmeo  ananoea  0e30KCUSYAHO3UHA,  KOMOpoe  OeMemuiupyemcs
aoenozunoesamunazon 6  ara-G  u  ochopunupyemes - 0€30KCUSYAHOZUHKUHAZ0U U
0Ee30KCUYUMUOUHKUHA30U 8 5 -MOHOpocgham, Komopblil 3amem KoOHeepmupyemcs 6 5 -mpugocgham,
ara-GTP. Axxymynsayus ara-GTP 6 netikeMuyecKux O1ACMHBIX KIEMKAX Npuooum K uHeUOUPOBAHUIO

cunmesa /[HK u cmepmu knemxu.

Hayuenmam ¢ OJIJI epynnvl 6bicOK020 pucka, He OOCMULWUM PEMUCCUU NOCTe NPOBEOeHUs]
«cmanoapmuouy evicokooosnou XT, pekomenoyemcs ucnonv3osanue Kio@hapabuna ¢ MaKCumaibHblx
0o3ax unu Henapabuna** (& zasucumocmu om ummynonro2udeckozo sapuanma OJLJI) ¢ kombunayuu ¢

Opy2uMu XUMUONPenapamamu 6 cocmase 010ko8 evicoko0oznou X1 6 kauecmee mepanuu 2-u IUHULU.

o [Tanmentam wmuamme 18 ner ¢ BII-OJIJT Beicokoro pucka (rpynnel E wim T-HR  npm
ctparuduxanmu no nporokory ALL-MB 2015 unu rpynna Beicokoro pucka no nporokony ALL IC-
BFM 2002 — cm. npunoxenue A3) ¢ BeicokuM ypoBHeM MOB nocne nmpoBeeHus: BEICOKOI03HOM
XT pexomenayercsi mpuMeHeHue OnmHaTymomada** ¢ menpto goctmwkeHus MObB-HeraruBHOU

peMuccuu ¢ nociuenyromum nposenennem TT'CK [85-88].



YpoBeHb yoeaquTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

Kommentapuu: Heooxooumwvim ycnosuem ycnewnou TI'CK saensemca unanuvue MOB-necamusroi
pemuccuu neped ee nposedenuem [33-35]. [na pepppaxmepHvix nayuenmog u3 epynnvl 8blCOKO2O0
pucka, 00CmudiceHue makol pemMuccu 3a4acmyro A618emcs CJLONCHOU 3a0ayeli U3-3a 3HAYUMenbHou

npedﬂeqenﬁocmu U 0OCpanHuUdYeHHrOo2c0 Koaudecnea Ho8blx AKNUBHbLX XumMuonpenapamaoe.

B nocneownee epems npucmaibHoe 8HUMAHUE OKA3bIBACMCS UMMYHOMEPANESMU4eCKUM Nnooxo0am 6
mepanuu OJIJI. Oonum u3 6apuaHmos s611emcs UCHONb308AHUE MOHOKIOHAIbHLIX AHMUMEN -
oucneyuguueckux axmusamopos T-knemok (BiTE AT), xomopwvie Hanpsamyo MoOUIU3YIOM
agpghexmopuvie T-kremku Onsi npomusoonyxonegoeo oeticmsusi. Oonum uz maxux BiTE AT sensemcs
onunamymomad**,  komopwili  npedcmasnsem — coOOU  AHMUMENO-KOHCMPYKM,  CELeKMUBHO
cesazvisaioueecs ¢ aumueenom CDI19, skenpeccupyemvim Ha nogsepxnocmu B-kiemok, u anmueenom
CD3, skcnpeccupyemvim Ha nogsepxHocmu  T-xknemox. Taxum  obpazom, oOaunamymomado**
nomeHyupyem HeCmumMyIupo8anuvle T-kiemxu u uHOyyupyem npamyr YumomoKCUYHOCMb NPOmus
CDI19+ B-mumgpobracmos. Camvim yacmoim eapuanmom OJIJI y Oemeu saensemcsa onyxonv u3z B-
KJleMOK-npeouecmeeHHUKos8. Apecm ouggepeHyuposxu modcem npou3oumu Ha JaboM smane
passumus B-knemxu, 00HAKO U HA PAHHUX, U HA OOJlee NPOOBUHYMBIX CMAOUAX CO3PEeBAHUSl OHU, KAK

npasuo, sxcnpeccupyrom CDI19, makum obpazom, cmanossacy Muenvo 0as onunamymomada **,

layuenmam ¢ BII-OJIJI évicoxoco pucka (epynnot E unu T-HR npu cmpamughukayuu no npomoxony
ALL-MB 2015 unu epynna évicokozo pucxa no npomoxony ALL IC-BFM 2002 — cm. npunoosicerue A3),
¢ evicokum yposwem MODB nocne nposedenus evicokodosnou X1, pexomeHnOyemcs UcCnoivb308auue
onunamymomadba** ¢ yenvro Odocmudicenus MODB-necamusHol  pemuccuu ¢ nROCIEOVIOWUM

nposederuem TI'CK.

Brnunamymomad™* naznauaemcs kpyenocymounou HenpepuléHou uH@ysuei oemsam, 6ecom 00 45 ke @
dose 5 mxe/m?/cym 0o 8-20 Oms, samem 15 mke/m?/cym 0o 28-20 Ous. Jemsm ¢ secom Gonvuie 45k — 9

mre/cym u 28 mKe/cym coomeemcmeenHo.

e [Tauentam 1-18 1ner mug  nedenuss  CD19-nmonoxuTeNbHOTO,  OTPULATEIBHOTO MO
bunagenbGuiickol  XpoMocoMmMe  penuauBupyromero  wiaum - pedpakrepHoro  OJIJI  wu3
MPENIIECTBEHHUKOB B-nmuMdonuToB (mocine, Mo KpaiHel mepe, ABYX JUHHHN IMpeamiecTBYIONIEH
Tepanuy WU MOoCJe MePeHECEHHON ajUIOTeHHON TPaHCIUTAaHTAIlMUA Te€MAaTOMOATUYECKUX CTBOJIOBBIX

KJIETOK) peKOMeH/1yeTcsl puMeHeHne oaunarymomatda™* B monorepanuu [87].
YpoBeHb yoenquTeJJbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2)

Kommenmapuii: ons pegpaxmepnvix u peyuousupyiowux nayueHmos u3 epynnvl 8blCOKO20 DUCKA,
oocmudicenue NoaHou pemuccuu ¢ nocieoyiowum npogedenuem TI'CK (6 mom uucie nosmopro)
ABIEMCSL AHCUSHECNACAIOWUM TleyeHuem. Pezyiomamer omkpbimoco mMHo20yeHmpoB8oco uccied08ams.
NPOOEMOHCMPUPOBATIU BbICOKYIO IPDeKMUSHOCMb NPUMEeHeHUs: OIUHamymomada y OaHHOU Kame2opuu
oonvHouix. YV 39% nayuenmos Ovin nonyuen NOIHbIL 0OMEem Ha mepanuro, U3 KOmopvix oonee nolosuHbl
oocmuenu NoIHOU KAuHuKo-eemamonocuvecxkou pemuccuu ¢ MOB-necamusnvim cmamycom, umo 8

nocneoyrowem nos3eoauno evinonHums 11'CK.



Bnunamymoma6™** nasnauaemcs KpyenocymouHou HenpepvleHol uH@y3uell oemsm, gecom 00 45 ke 8
do3e 5 mre/m’/cym 00 8-20 Oms, samem 15 mxe/m’/cym 0o 28-20 Ous. Jemsm ¢ eecom 6onvue 45k2 — 9

mre/cym u 28 mKe/cym coomeemcmeenHo.

3.1.2 ConpoBonuTEILHAS TEPANUSA

[na adexeamuoco 6bINOIHEHU MEPanesmuyecko20 NpPomoKoia HeoOXo0umMo cmpocoe cobndeHue
NPUHYUNOB CONPOBOOUMENILHOL MePanul, Komopwvle NOOPOOHO ONUCAHBL 8 KANCOOM MePANe8muecKom
npomokone u 3asucim om npumensemor XI. Oonaxo cywecmgyrom «obujue» pexomeHoayuu,

Komopule exouarom 6 ceos cieoyrowee [20]:

e Bcem mammentam miamme 18 ner ¢ OJIJI Ha mepuoj MHTEHCHBHOM Tepanuu PeKOMEeHIYyeTCs

YCTaHOBKA LIEHTPAJIILHOTO BEHO3HOTO Karerepa [20].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenrTapuu: Hanuuue yenmpanonozco 6eno3noz2o kamemepa, 00eCneyusaroujeco 803MONCHOCHIb
MOHUMOPUH2A YEHMPATbHO20 8EHO3HO20 0AGNeHUs, YACMbIX 3a00p08 KPOBU U BbICOKYIO CKOPOCHIb
88e0eHUsl JAHCUOKOCmell A6IAemcsi aOCONIOMHO HeoOXOOUMbIM HA HAYAIbHLIX dMANAx mepanuu u y
nayuermos 8vicokoco pucka (epynnel E unu T-HR npu cmpamughuxayuu no npomoxony ALL-MB 2015
unu epynna evicokoz2o pucka no npomoxony ALL IC-BFM 2002 — cm. npunoxcenue A3), nonyuarowjux
UHMEHCUBHYIO 8blCOKOO03HYI0 XT.

o Bcem nmaumentam mutagme 18 ster ¢ OJIJI B mepBble 7 AHEN Tepanuy HACTOSTEILHO PEKOMEHIYeTCS
MPOBE/ICHNE TEPANIEBTUUECKUX MEPOTPUATHIA, HAMPABIECHHBIX HA TPOYUIAKTUKY CHHIPOMA JIN3UCA
omyxonu (COJI), B COOTBECTBUM C PYKOBOJCTBOM IO COMPOBOAUTEIBHON TEpanuu M KOHTPOJIIIO

MH(DEKIUI Ipy reMaToIorMuecKuX U OHKoJorndeckux 3abonesanusix [20,89,90].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — 5).

KommenTapuu: COJI — smo xomniexc memabonuyeckux paccmpoucme 6 pe3yivmame MacCu8Ho2o
pacnaoa onyxoneevlx KIemoK U BblCBOOONCOeHUss 6 Nniasmy U nepugepuyeckue mrKaHu
BHYMPUKIEMOUYHO20 COOEPHCUMO20 U Memaboiumos. B ocnose namoghusuonocuu u rxiunHuueckou
kapmunvl COJI nexcam napyuenuss Memaboiuzma u IKCKpeyuu Kaaus, Kaioyus, pocghamos u mouesou
kucromol. Haubonee wacmo COJI pazsusaemcs 6 meuenue nepswvix 4 oueti nocie navana IXT, oonaxo
onucamvl cayuau u obonee nozoHezo, 00 7-2o oHs, oedbroma cunopoma. Cmenenwv pucka pazeumus COJI
3aeucum om UHUYUATILHOU MACCbl ONYXOIU, COCMOAHUA nayuenma Ha momenm Hauara XT u

UHOUBUOYANBHBIX 0CODEHHOCMeU Memadonu3mMa.

K sascuetivuum mepam npogurakmuxu COJI omuocamesn adexeamuas suopamayus, 3auje1aqdusanue
Mmouu, npedynpedcoeHue U KOppekyus unepypuxkemuu, a makdice 00pbba ¢ 21eKmpOoIumubimu
napywenusmu. Cmandapmuoti nazpysroti sensemes 3000 mu/m® scudkocmu, a y Oemeli 6ecom meHee
10 ke — 200 mn/ke oscuokocmu 6 cymxu. bazucuwiii pacmeop ons ungysuu cocmoum uz 5%
oexcmpo3svl** u 0,9% nampusa xnopuoa™** ¢ coomnowenuu 1:1. Unuyuanvuas ungysus — 6e3 xanus.

Oouako 6 OanvHetiuieM OONHCHA NPOBOOUMBCS KOPPEKYUs DNeKmpOIUmos 6 COOMBEMCmeuu ¢



OAHHBIMU  OUOXUMUYECKUX aHaau306. Iiasnbim meponpuimuem  AeiAemcia  UHUYUupoeaHue u

noddeparcanue evicokozo ouypesa — 100-250 mn/m’/u.

Yuumeieas 6onee HU3Kyl0 pacmeopumocms MOYEB0U KUCIOMbL 6 KUCIOU cpede, HeobOX0OUMO
obecneuumv  noooepicaHue  HeUmpaivbHo2o  uau  ciabowenouno2o  pH  mouu:  nampus
euopokapoonam™** 60 mmonsv Ha aump un@y3uu 006a8uUMb K NOCMOAHHOU UHPY3UU YKAZAHHO20 Gblile
6asucnozo pacmeopa (unu 100—-200 mmons/m’/cym napannenshoi undysueii) 8 yesix Kynupoeamus
0EKOMNEHCUPOBAHHO20 Memaboruiecko2o ayuoosa. Pezynuposanue nHeobXo0umoeo obvéma Hampus

euopokapbonama** coomsemcmeenno pH mouu.

Bcem nayuenmam 6 nepevie OHu mepanuu (5—8 OHell) NOKa3aHo HA3HAYeHUe AlI0nypurora™* ¢ dose

10 me/xe/cym 6 2—3 npuema (max — 500 me/cym).

IIpu Hanuuuu 6016UWIOU MACCHL IEUKeMUYECKUX KAeMOK U/UTU GbIPANCEHHOU OpeaHOMe2anuu nepeas
dosa enokokopmukoudos oas npogunaxmuxu COJI domicna cocmaensime /19 — /s om cymounoii

0030bl.

e Bcem mnanmentam Mmiuaame 18 ser ¢ OJIJI, monydaromuyM XUMHOTEpAaHIO, PEKOMEHIYeTCsl
yHHUBepcajbHas MpOQUIAKTUKA MTHEBMOIIMCTHON MHEBMOHUHM KO-TPUMOKCa30il [CcylbhaMeToKcas3oml
+ TpUMETONPUM |** Ha MPOTSIKEHUU BCETro MEepUoia JIEUEHUs B JO3UPOBKAX COIIACHO MHCTPYKIUU

110 MEJIMIIUHCKOMY MPUMEHEHUIO JIEKapCTBEHHOTO npenapara [20,91-93].
YpoBeHb yOeAUTEIbHOCTH PEKOMEHAANNN — A (YPOBEHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 1).

e Bcem nanuenram muaamie 18 ner ¢ OJIJI B cimydae mosiBIIeHHS IMXOPAJAKH WU APYTUX MPU3HAKOB
UH(EKINN HE3aBUCHUMO OT YPOBHSI HEHUTPO(MIOB KpPOBU PEeKOMEHIyeTcsl HEMEJIEHHOE Hayayo

SMIUPHUUECKON aHTHOaKTepHuaibHOM Tepanuu [20,94].
YpoBenb yoeauTeabHOCTH pekoMeHaauuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

Kommentapuu: Jluxopaokoii y nayuenma c HeumponeHnuetl (netimpoguivt < 500/mkn) cuumaemcs
O0OHOKpamHoe nosvluienue oasanvrol memnepamypol mena > 38,5°C unu Heckoibko noovemos (3—4
pasa ¢ cymku) 0o 38°C. [Ipunumas 60 enumanue 8blCOKUN PUCK PamanrbHO20 ucxooa y nayueHma c
unghexyuetl, 1UxXopaoKy y makozco nayueHma ¢ HetimponeHuell, pa3sueuLyio 8 Xo0e MueiocynpeccueHoll
IIXT, cnedyem pacyeHusamv Kaxk Haluyue uH@ekyuy, umo mpedyem HemMeoleHH020 HaYand
IMAUPUYECKOL AHMUOAKMEPUATbHOU mepanuu U NpoedeHUss 00CIe008aHUsl C Yelblo YMOYHeHUs

xapakmepa uHgexyuu.

IIpu evibope cmapmosoti KomOUHayuyu aHMUOUOMUKOS HEOOXOOUMO YUUMbIEAMb Pe3)Ibmambl
NOBMOPHBIX OAKMEPUOIOSUYECKUX UCCTIe008AHUNL 8 OAHHOU MEOUYUHCKOL Op2aHu3ayuu y opyux
nayuenmos, OIUMeIbHOCMb meKyulelu HeumponeHuu, npeowecmsyiowuil kypc X1, unpexyuonHwl
anammnes nayuenma, npeoulecmeylowue Kypcol aHMuOUOMUKO8 U ux d¢@dexmusnocms, Haauyue

KAUHUYECKOU CUMNIMOMAMUKU.

Appexmusnocmv cmapmosol aHMubaAKmepuaIbHOU mepanuu Noai0XHCeHO oyeHusams depes 24—36

yacoe 0 Mo2o, Ymoodwvl cyoums 0 e€ 00CMAMmOYHOCMU, OOHAKO 8ce20d HeoOX0OUM NOBMOPHULIL C



unmepsanamu 8—12 uyacos OemanbHblll OCMOMP MAKO20 NAYUEHMA C OYEHKOU CMmAabuilbHOCmu

2eMOOUHAMUKU U CMENneHU UHMOKcUKayuu, nosiejlerHusl Hoeoblx uH@eKL!MOHHle ovaczoes.

YV nayuenmos c Hnetimponenueii 6 cnyuae d¢hghexmuenocmu aHMuUOAKMEPUATLHOU Mepanuu
(omcymcmeue nuxopaoku u Opyeux HNpU3HAKo8 UH@eKYuu) OHA NPOoOONHCAemMCs 00 pa3peuleHsl

HeumponeHuu.

e V nanuentoB wutaame 18 ner ¢ OJIJI oaHOBpeMEHHOE MNPUMEHEHUE WTpaKOHA30Jla WU
BOPHMKOHA30J1a W BUHKPHUCTHWHA BCJICICTBHE PE3KOTO YCHJICHHS TOKCHYHOCTH IIOCJICIHETO He

pexomenayertcs [20].
YpoBenn yoenureabHOCTH pekoMeHaanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

o [Tammmentam wmmamgme 18 mer ¢ OJIJI Ha3HaueHWe pPEKOMOWHAHTHOTO T'PaHYJIOIUTAPHOTO
KoJloHHecTUMyupytomero (Gakropa uenoBeka (I-KC®D) pexomeHayeTrcss TOIBKO B Clydasx

Pa3BUTHSI TSOKEIBIX KH3HEYTpokaronux napexiuii [20].
YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

KommenTapuu: Hmewowuecsi Ha ce2o0nsi OanHble  MEHCOYHAPOOHLIX — UCCNE008aAHULL 00
agpghexmuenocmu u 6ezonacnocmu npumenernus I-KC® oocmamouno paznopoonst [95,96]. I[losmomy
ucnonvzosanue [-KC® pexomendyemcs moivKo 6 ciyuae pazeumusi MsdicevlX, HCUHEYSPOHCAIOUUX
unghexyuil Ha one annasuu KpoOBemMEOPeHUs C Yeublo CIUMYIAYuU 2emonodsa. HMcnonvsosanue I -
KC® c yenvrio cmumynayuu 2emonodza 0Jisi YKOpOUeHus nepuooa ania3uu 6He 3MU30008 MANCENbIX

UHGhexyuil He peKoMeHOYemcsL.

o Bcem mammentam miaamie 18 net ¢ OJIJI nmpu cHukeHnn remoriioonHa Hrke 70 1/71 U reMaToKpuTe
Menee 0,3 WiM pa3BUTUU KIMHUYECKUX CHUMIITOMOB aHEMHUYECKOTO CHHJpOMa (COHJIUBOCTD,

TaxXHUKap/Ius, OJBIIIKA) pEKOMEHAyeTCsl TalueHTaM TpaHcy3us spuTpounTapHoi Maccsl [20,21].
Yposennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KomMmenTapuu: dosa nepenusaemoii spumpoyumaphoti maccol — 10 ma/ke. Ilpu pazsumuu nnesmoHuu
U ObIXAMeNbHOU HeOOCMAMOYHOCMU IPUMPOYUMAPHASL. MACCA NePeTUBAemcs NPU CHUNCEHUU YPOBHS

cemoznoouna Huxce 100 2/n

« Bcem manpentam mmagmre 18 mer ¢ OJIJT mpH CHIDKGHHH yPOBHSL TpoMOOImTOB Hipke 10x10%/1
a100 npu 0oJiee BBICOKUX IMMOKA3aTelsiX TPOMOOLUTOB MPHU HATMYUK TeMOPPAruueckoro CUHApoMa

WK UHPEKLIUU peKoMeHayeTcs TpaHncysus TpomOokoHIeHTpara [20,21].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH /I0KA3aTeJIbCTB — 5).

KomMeHnTapuu: xonuuecmeo nepenusaemvix mpomboyumos cocmasisiem 1 0oza na 10 ke eeca (4-6
003 na 1,5 M° niowadu nosepxmocmu mena), npu smom 6 1 0oze mpomBomaccel OONNCHO
CcO0epIHcamucsi 0,5-0,7x10" mpomooyumos. Ilpu HeobxoOumocmu  GbINOIHEHUS UHBA3UBHBIX

Maununyiayutl mpomobomacca nepeiusaemcs 6 ciyuae, eciu mpomoboyumos meree 40 000-50 000 mwic/



mra. B HacmosAauee 6pems npasuiom Ae61Aemcs UCNolb306AHUE mp0M6014um06, NoOJY4eHHblX om 00H020

O0oHOpa nymém aghepe3a Ha CneyuaibHblX npuoopax cenapamopax.

3.2 NHoe JicueHHue

o [IpoBeneHue KpaHUAIBHOM JIy4EeBOM Tepanuu pekoMeHnayeTcs nanuenram miaame 18 ger ¢ OJIJI B
cilly4ae CIEAYIOIIUX ciydasX (B 3aBUCMMOCTH OT BbIOpaHHOro MpoTokona Jedenus) [1,2,97—
99,3,4,15,41-43,54,56]:

o MalUeHTaM, MOJyYaroluM JedeHure no nporokony ALL-MB 2015:
» BCEM NalnueHtam ¢ uHunuaibHbiM nopaxenueM LHHC (8 T'p ans manuentoB go 3 net, 12 I'p
JUTst manenToB 23 jet — 12 I'p)
» manueHTam rpynnsl B crapmie 15 net (12 I'p)
» nanuenTaM rpymi D u F crapue 3 ner (12 I'p)

o IaIMEHTaM, MOJIy4arIuMm JeyeHnue 1o nporokoiry ALL IC-BFM 2002
» TAIMEHTaM TPYMIbl CTAHJAPTHOTO U MPOMEXKYTOYHOTO pucka — tosbko ipu T-OJIJI (12 I'p)

» BCEM NalMEeHTaM TpyNIbl BEICOKOTo pucka (12 I'p).
Yposenn yoenureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

KommenTtapuu: Kpanuanvroe oOnyuenue umeem HeNOCPeOCmMEeHHble U OMOAleHHble NOOOYHbIE
aghhexkmol, NOIMOMY 8 COBPEMEHHBIX NPOMOKOAAX OHO UCNONL3YEmCcsl MONbKO OJisl HeDONbULOU YemKO
8bIOCIEHHOL NOOSPYNNbL  NAYUEHMO8 NPOMENCYMOYHO20/8bICOKO20 PUCKA (8 3A8UCUMOCIU  OM

peKomeHOayuti 6blLOPAHHO20 MEPANEeSMULECKO20 NPOMOKONA,).

bonvwioe 3Hauenue umeem oxeamvigaHue nAOWAObIO OONIYHEHUS B6CE20 MO03208020 Uepena U
0053amesibHO mpex 8ePXHUX Ce2MeHMOo8 welino2o omoena no3sonounuka. Ocoboe eHumanue ciedyem
obpamumsv Ha mo, 4moObl ObLIU 0X8AUeHbl PempoopoOUmMalbHble 001ACMU, OCHO8AHUE Yepend, d
makoice 21yO0KO Jledcaujue y4acmiu 8 oonacmu cpeoHell yepenHou amxu. Exceonesnas 0oza dondicna
cocmasnsims 8 nepeviil 0env 1 Ip, 6 nocnedyrowue — 1,7 I'p. Obayuams ciedyem 5 ouetl 6 Hedenro 00
oocmudicenuss coomeemcmayiowell ooweti 0o3vl. O0Was NPoOONHCUMENLHOCMb OOYYEeHUS 3A8UCUM
om UHOUBUOYATILHO NONYHAEMbIX Tyuesbix 003. Kpanuanvbhoe obnyuenue O00aNCHO BbINOIHAMbBCA HA

JUHEUHOM YCKopumerine.

B nepuoo obnyuenusi npogsooumcs 2 ummpameKaibHbIX 668e0eHUsl npenapamos (memompexcam**,
yumapabun**, kopmukocmepouowvt) — 1 paz 6 nedento, a maxdce HazHavaemcs mepkanmonypur™** 50
Me/MP 6 Oenb HYMPL edICeOHeGHO HA NPOMSIICEHUU 6Ce20 Nepuodd KpanuanbHoeo obnyuenus. Jlosa

MepKanmonypuHa** koppueupyemcs 8 3a8UCUMOCmu Om J1etKoyumos Kposu.

e [lanuentam muaamie 18 net ¢ OJIJI Beicokoro pucka (rpynnsl E nuinun T-HR npu crpatudukanmu no
nporokoity ALL-MB 2015 wnu rpynna Beicokoro pucka mo nporokony ALL IC-BFM 2002 — cwm.

MMPUIIOKCHUC A3) B HepBOﬁ peMUCCHUHN, a TAKKC BCCM IMAllUCHTAM, HC NOCTUTIIMM PCMHUCCHUHN WA



PELUIMBUPOBABIINM IIOCJIE MPOBEACHUS WHIYKIMOHHOW TEpaluy, PeKOMEHAYeTCsl IIPOBEIACHUE
TI'CK [1,2,43,3-6,15,16,31,32].

YpoBeHb yoeauTeabHOCTH pekoMeHaanuii — C (ypoBeHb I0CTOBEPHOCTH I0KA3ATEIbCTB — 5).

KommenTapuu: B 3asucumocmu om Hanudus nokasamuil, coemecmumo2o oonopa u oocmudicerusi CR

nayueHmam epynnul 8vlcoxo2o pucka nposooumcsa TI'CK 6 makcumanvHo panuue cpoxu.

IIposedenue TI'CK noxazano e6cem nayueHmam 6 2epynne 6blCOKO20 pucka 6 I-oui pemuccuu u
nayuenmam ¢ peyuousamu OJIJI (3a uckioyenuem nayuenmos ¢ HNO3OHUMU UZOTUPOBAHHBIMU
IKCMPAMEOYIAPHLIMU ~ PeYUOU8aMU) Npu  YCI08UU  OOHAPYICEHUS POOCMBEHHO20 NOAHOCHbIO
cosmecmumozo oonopa (HLA-munuposanue evicokoeo paspeutenus). llosmomy ecem nayuenmam
HLA-munupoeanue u uHuyuayus NOUCKa OOHOPA  OONNCHbL NPOBOOUMbCA  CpA3y  NOCTe

cmpamugpurayuu nayueHmos 8 2pynny 6blCOKO20 PUCKA.

llayuenmam, ne Oocmuewium pemuccuu nocie Npo8edeHus UHOYKYUOHHOU mepanuu, O0OIUSamHo
nokaszana annoeennas TI'CK nwoboco muna (6 3aeucumocmu om OOCMYRHOCMU OOHOPO8 U OM

MEXHUYECKUX B03MONCHOCMELL).



4. PeaOuauranus

e Bcem mnamumentam wmiamgme 18 ser ¢ OJIJI pexkoMeHayeTcsi TMpOBEAECHUE KOMILIEKCHOM
peadbumutanuu [100,101].

YpoBennb yoenureabHOcTH pekoMeraanuii C (YpoBeHb J0CTOBEPHOCTH J0KA3aTEJNbCTB — 5).

KommenTapuu: /lpoyecc peabunumayuu oemeii ¢ OJIJI ona ocywecmenenus KOMnieKCHOCMuU O0JIHCEH

NPOBOOUMBCS C NePB020 OHsL 3aD0e8AHUSL PeDeHKA C YUemoM Cneyu@ury mekyue2o nepuood.

3adauamu  cocnumanvHo20 dmMana AGIANMCA  8blAGIEHUE CONYMCMEYIOWUX 3a001e8aHUll U
OCNOJICHEeHUTl, JleueHue OCHOBHO20 3Aa00/1e8aHUsl, KOMNIEKCHAS MeOUYUHCKAS U HNCUXOLOSUHEeCKAs]
peabunumayus, npopUIAKMUKA OCIONCHeHUll cneyuguueckol mepanuu. B cesi3u ¢ ocobenHocmamu
NCUXONLO2UHECKO20 cmamyca 601bH020 pebeHKa, HapyuleHueM KOMMYHUKAMUSHbIX QyHKyull Ha pone
Odepuyuma obuieHUs co 300POBbIMU CBEPCMHUKAMU, Ne0d202U1eCcKol 3anyueHHOCmblo, degopmayueti
0eMmCcKO-pOOUMENbCKUX OMHOWEHULL 8 CIMPOHY 2UNEPONEKU, NCUXON020-Neda20cutecKas peabuiumayus
SAGNAEMCS BANCHEUWUM KOMNOHEHMOM KOMNIEKCHOU peabunumayuu Ha oannom smane. Ha smom
smane peadbuUIUMAyUU MakKice pewaomecs U makue, 8ecbMda 8adNCHble 01 OOCMUNICEHUST KOHEUHOU
yenu peabunumayuu 3a0aqu, KaxK NpeoynpeicoeHue 603MOJNCHbIX HAPYULeHUN pOCMA U PAa36UMusL
pebenka 6 cesa3u ¢ 3a001e8aHuemM U OPAHUYEHUEM OBUSAMENTbHOU AKMUBHOCHU, NPeOYNPelcOeHUe

08U2aMENbHBIX PACCMPOUCNG.

llayuenm nepedaemcs epavy-neouampy (8pauy-eemamonozy) no Mecmy HCumeibCmea npu HAIuduu
NOJHOU pemuccuu neped Hauaiom nooodeporcusaowei mepanuu. Illoodepacusarowyro mepanuio
nayuenm noaydaem Nno Mecmy odcumenvcmea. Bpau-neduamp (8pau-ecemamonoz) no - mecmy
HCUMENLCIBA  PYKOBOOCMBYEMC Sl  PEKOMEHOAYUAMY, OAHHbIMU  CREeYUATUCMAMU  MEOUYUHCKOLL
opeaHuzayuu, npoeoousuieco nedenue. Ha smom smane npoooumcs makdice MeOUKAMEHMO3HAS,
Quzuueckas u NCUXONOUYECKAs peadunumayus, 60CCMAHOBNIEHUEe @OYHKYUOHATLHOZO COCMOAHUS
cucmem NAYUEHMO8, A MakKdice aoanmayus K YCIOBUAM U HA2PY3KAM aAMOYIAMOPHO20 pelcumd,
80CCMAaH08IeHUe NCUXOTOSUYECKO20 CIamyca NayueHma, 60CCMaHosleHue CnOCOOHOCmU K 00yueHuio/

mpyoocnocooHocmu.

ﬂucnaﬂcepnoe HabnrooeHue ocyuiecmeaenics yY4acniKoebimu epaanu-neduampamu u epadamu-
2eMamono2amu 8 mecHou 63aUMOCEs3U C Opyewwu cneyuarucmamu (no I’lOR’dS’ClHMﬂM). Komnnexcrhas
pea6wzumab;uu A6TIAEemcA HeomvemiiemnbiM KOMNOHEHNIOM OucnancepHoeo HAONIOOCHUsT — —
I/lCZ/lXOI/lpO(ﬁUJlCleMK(l, BbIsGIeHUEe OMOANEHHbIX NOCAEOCMBULL mepanuu u conymcmeyrouwux
36160]286'617—!1/{1/7, Me()ukamenmwﬂaﬂ, ncuxojocudeckas, qbus’uqecmﬂ pea6wzumauuﬂ, coyuaivbHo-

npaeosas peadbunumayus: obyueHue, npogopuenmayus, cemetinoe KOHCYIbmuposanue.



S. IIpopunakTuka

Cneyugpuueckux npoghunakmuyeckux meponpuamuil 6 omuoweHuu nayuenmog c¢ OJIJI He

paspabomato.

e Bcem mnamumentam wmiagme 18 ser ¢ OJIJI pexkomeHnayercss MNpOBEAEHUE IUCHAHCEPHOTO

HaOII0IeHNs Y Bpaua-remarosiora/Bpava-neauarpa [1-4],85].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii C (YpoBeHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 5).

Kommentapuu: [layuenm nepeoaemcs  epauy-neouampy  (8pauy-eemamonozy) no  mecmy
AHCUMENbCIBA NPU  HAAUYUU NONHOU PEMUCCUU Neped HAYaIoM NO00epICUsarouell mepanuul.
Tloooeporcusarowyro mepanuro nayueHm Noayyaem no mMecmy jicumenbcmed. Bpau-neouamp (spau-
2emMamonog) no Mecny HCUmenbCmed PyKko8oOCMEYemcs PeKOMEeHOAYUSMU, OAHHBIMU CREeYUATUCTIAMU
yupeosicoeHust, nposoousuieco Jeverue. JlanvHeliuiee OUCNAHCEPHOE HAONIOOEHUEe OCYULeCmEIsemcs
VUACMKOBBIMU — 8PAYAMU-NEOUAMPAMU U  2eMAMON02AMU 6 MECHOU B83AUMOCEA3U C  OpyeUMu

cneyuanucmamu (no NOKA3aHusm,).

OCHOBHBIM KOMNOHEHMOM OUCNAHCEPHO2O HADI00EHUST QOINCHO ObIMb C80EBPEMEHHOE OOHAPYICeHUE

npozpeccupos8anuisl 3a001e6aHUs, pazeumus OnyxXoau Opy2ou 10KAIU3AYUU.
Ilepuoouunocmo 1a60pamopHbIX U UHCIMPYMEHMANbHBIX UCCLE008AHUL, OCMOMPOE CNEYUATUCTNO8!

1. Obwuii  KuHUYecKull awanu3 Kposu ¢ OughghepeHyuposanHviM NOOCUEmMoM JIeUKOYUmos
(nevixoyumapuou opmynst) nposooumcs I paz 6 Hedeno 00 OKOHUAHUS NOOOEPHCUBAIOULEl
mepanuu. [locne okoHuanus noodepoicusaroujeli mepanuu — 1 paz é mecsy.

2. Ananuz  Kposu  OUOXUMUYECKUNl — 0Owemepanesmu4eckull,  GKIOYUAOWUL  68Ce  NO3UYUL,
onpeoensemble npu OUACHOCMUKe, 00 OKOHYAHUs noddepoicusarowei mepanuu npogooumcs 1 pasz
6 3 mecaya. Ilocne okonuanus noooepxcusaroujeti mepanuu — I paz 6 6 mecsayes.

3. [lynkyuu KocmHo20 M032a U CNUHHOMO3208d51 NYHKYUSL NPOBOOSMCSA MONILKO 8 Clyyde NOsA61eHUs.
no003penUs Ha pazsumue peyuousa 3a001e6anus.

4. V3U opeanos bprowHotl nonocmut, Manoco masa u 3a0poumuHHO20 NPOCMPAHCMEA 00 OKOHYAHUSL
noodepoicusaroujeit mepanuu nposooamcs 1 paz 6 3 mecaya. [locie okonuanus noodepoicusaroueil
mepanuu — 1 paz 6 6 mecsyes.

5. Bpau-eemamornoe, npogoousuiuti iewenue, nocie Hauaia noooepicusanuell mepanuu u nepeoayu
nayuenma epady-neouampy (8pavy-eemMamonozy) hno Mecmy AHCUMENbCmed OCMampusaem
nayuenma 1 paz 6 3 mecaya 00 okoHYaHus nooodepxcusaroweti mepanuu, 1 paz 6 6 mecsayes nocie
OKOHYAHUS NOOOepICUsaowell mepanuu u npu NOO03peHUU Ha pazsumue peyuousa 3a001e6anusl.

6. [Ipu nepeoaue nayuenma epauy-neouampy (8pawy-eemamonocy) no Mecmy HCUMeIbCmed
HeobX00uMoCcmu 6 NIAHOBOM OCMOMpEe CHeYUANUCMAMU CMEXCHbIX cneyuaibHocmetli Hem. B
cyuae HaMUyus y nayueHma namoniocuu KaKoutu-mubo cucmemvl opeaHos, G03HUKULEl 68 npoyecce
mepanuu U nompedosasuiell BMEULAMenTbCmed CMENCHbIX CHeYUAIUCmos, NepuoOudHOCb
KOHMPONbHBIX OCMOMPO8 YCMAHABIUBAEMCA UHOUBUOYATILHO U ONPEOesiemcs: CAMUM CMENCHbIM

cneyuanucmom.



Opranu3zanusi OKa3aHus MeTHUIHHCKOM MOMOIIH

MenunuHCcKas MOMOIIb, 32 HCKIIOYEHUEM MEIUIMHCKON MTOMOIIM B paMKax KIMHAYECKOH ampooariu,
B CcOOTBeTCTBUHU C (enepaibHbiM 3akoHOM OT 21.11.2011 Ne 323-®d3 (pen. ot 25.05.2019) «O6

OCHOBAax OXpaHbl 310pOBbs rpaxk1ad B Poccurickon denepanum» OpraHu3yercst 1 OKa3bIBACTCS:

B COOTBETCTBHUM C IOPSJIKOM OKa3aHUS MEAMIMHCKOM IIOMOIIM HACEJIEHHUIO 10 MpOdUIIIo

«l'emarosorus», yTBEp)KICHHOMY IpuKazoM MuHucTepcTBa 3apaBooXpaHeHus Poccuiickon

®enepannu ot 15.11.2012r. Ne930H;

e HAa OCHOBAaHMM HACTOAIIMUX KIIMHUYECKUX PEKOMEHIALUN;

e C YYETOM CTAHJAPTOB MEAMATPUUYECKON MEIULIMHCKON MOMOILH, YTBEPKICHHBIX YIIOJTHOMOYEHHBIM
benepanbHBIM OPraHOM UCIOJHUTEIBHOU BIACTH;

e WHBIX HOPMATUBHO — IMPABOBBIX JOKYMEHTOB MO MPOQUIII0, 00sS3aTeIbHBIMU JI UCIIOJHEHUS Ha

teppuropun Poccuiickoit denepany BceMu MEAUIIMHCKUMU OpraHU3alusIMU.

[lepBuuyHasi MenWMKO-CaHWTAapHAs TIOMOIINL BKJIIOYAaeT B C€e0sS MEpOmpUsTHs MO MPOQUIAKTHKE,
JIUATHOCTUKE, JICYCHHWIO 3a00JeBaHUN  KPOBU, KPOBETBOPHBIX OPraHOB, 3JIOKAY€CTBEHHBIX
HOBOOOpA30BaHMM JNUMQPOUIHON, KpPOBETBOPHOW M POACTBEHHBIX WM TKaHEH, MEIUIMHCKOU

peadunuTanu ¥ (GOPMHUPOBAHHIO 3IOPOBOTO 00pa3a KU3HHU.

[Ipu nono3pennn y nanuenta OJIJI Bpay-neauarp y4acTKOBBIM, Bpad OOIIEH MpPaKTUKH (CEeMEHHBIN
Bpau) WM UHBIE BpPAuU-CIECLHUATUCTBl B CPOKH, YCTAHOBJIICHHBIE 3aKOHOJATEIbCTBOM, HAIMPABISIOT
MAaIlMEeHTa HA KOHCYJBTAIMIO B MEAMIIMHCKYIO OPTraHU3alMI0 (TeMaTOJOTUYECKUN KaOUHET, KIMHUKO-
JIMAarHOCTUYECKOE OTAECICHUE IeMATOJIOTHH) JJIsl OKa3aHUsl MEPBUYHON CIIELIMAIM3UPOBAHHON MEIHMKO-
CAaHUTAPHOW IIOMOIIX, B KOTOPOM IPOBOIATCS OCHOBHBIE AUATHOCTUYECKUE MEPONIPUATHUS C LIEJIBIO
YTOUHEHMS] M BEpU(PUKALMK JTUArHO3a, B TOM YHCIE, C HCIOJb30BAHHEM CHEIHAIN3UPOBAHHBIX

MaHUIYJSAUN (TTYHKIUS KOCTHOTO MO3Ta, TPEMaHOONOIICHs KOCTHOTO MO3Ta).

B CIydac HCBO3MOKXHOCTHU IPOBCACHUS IUATHOCTHYCCKUX I/ICCJICI[OBaHI/IfI IMaguCHT HAIIpPaBJIAACTCS B
HHYIO MCIMIMHCKYIO OpraHu3alunio, KOTOpasg OKa3bIBACT HpO(I)I/IJ'IBHYIO MCIHNIMHCKYIO IIOMOIIb
nmangueHTaM ¢ TIeMaTOJOTrHYCCKUMU 3a00JICBaHUSIMU A4 YCTAHOBJICHUA AHWATrHO3da W OKa3aHHA

CHCHH&HHSHpOBaHHOﬁ, B TOM HHUCIJIC BBICOKOTCXHOHOFHHHOﬁ, MGHHHHHCKOﬁ IIOMOIIIH.

Cnenuanu3upoBaHHasi, B TOM YHUCJE BBICOKOTEXHOJOTMYHAs, MEIUIMHCKAas MOMOIIb OKa3bIBAECTCS
BpauaMHU-T€MaroJioraMd M HHBIMA  BpadaMu - CIELUAJIUCTaMM B  YCIOBHMSX CTallMOHAapa
KPYIJIOCYTOUHOTO NpeObIBaHUSI U BKJIKOYAaeT B ce0d MNPOPUIAKTUKY, JHAarHOCTHKY, JICUEHUE
3a00JIeBaHU U COCTOSIHUM, TpPeOYIOMMX MCIOIB30BaHUS CIEHUAIBHBIX METOJOB M  CIIOXHBIX
YHUKAJIbHBIX MEIUIIMHCKUX TEXHOJOTHH, a Takke MEIUIUHCKYI0 peaOuIuTaIiio, KOTOpas
OKa3bIBAETCS  MEIUUMHCKUMM  OpPraHU3alUsIM{, HUMEIOIMMU  HEOOXOAMMYIO  MarepuaibHO-
TEXHUUYECKYI0 0a3y, HaJlMuhe BBICOKOKBATU(UIMPOBAHHBIX CHEIHAINCTOB W JIMIEH3UIO Ha

OCYyHICCTBICHHUC MEJIMLMHCKOM JI€ITEIIbHOCTH.

Ha nannom ypoBHe okazaHusi MeIUIMHCKOM momornu nanueHtam ¢ OJUJI, taktuka oOcienoBanus u

JICYCHHUA, a TaKKC OIIPCACIICHUC HGHCCOO6p33HOCTI/I roCrnuTaIn3anu yCTaHaBJIMBACTCA BpadaMMH-



réeMmarojioramMmm € IpuBJICHYHCHHCEM, B ClIy4dac HCO6XO)II/IMOCTI/I. HMHBIX Bpa‘{eﬁ—CHeHI/IaHI/ICTOB. Pemenue
KOHCHJINYMa Bpaqeﬁ O(I)OpMJ'ISIeTCH IMPOTOKOJIOM, IMOAIIMCBIBACTCS BCCMU YUACTHHKAMMU U BHOCHUTCA B

MCINIHWHCKYIO NOKYMCHTAIMIO IMaIXCHTA.

HpI/I BBIABJICHUU WJIW ITIOJO3PCHUM HA OJlJl B X04€ OKa3aHUus CKOpOﬁ MCHHHHHCKOﬁ IIOMOIIIM IMTalfTMCHTAa
HaIrpaBJIIOT B MCAMIOUWHCKHC OpraHMn3aluy, OKa3bIBAIOMIMEC MCAWUIHWHCKYIO ITIOMOINbL IMTAaOUCHTaAM C
IreMaToJIOrn4eCKUMH/OHKOJIOT Y€ CKUMU 336OJ'I€BaHI/I$IMI/I, A1 ONPCACIICHHA TAKTUKM BCACHUA H
HCO6XOI[I/IMOCTI/I NPpUMCHCHUA JOINIOJTHUTCIBHO APyrux METOO0B CIICHHMATIU3UPOBAHHOTI'O

IIPOTUBOOITYXOJICBOTO JICUCHUSI.
Ioka3anus 1Jisl TOCIUTAJIU3ANMUN B CTANUOHAP (MJIAHOBO):

1. IlepBuyHO TmpU TOMO3PEHUM HA 3JIOKAYECTBEHHOE 3a00JIeBaHME KPOBU I IPOBEACHUS
JAATHOCTUYECKOTO dTana

2. HeoO6xoauMoCTh MPOBEACHHS OYEPEIHOTO dTamna Tepanuu (KpoMe MoAep KUBAIOIICH Tepanun)
IMoka3anus QIS TOCMIUTAJIU3ANUN B CTAIUOHAP (AKCTPEHHO):

1. Jltoboe yxynuieHue COCTOSHUS MalueHTa, Pa3BUTHE OCJIOKHEHHH, TpeOyIoIUX MpOBEACHUS
SKCTPEHHOW Tepamnuu B YCIOBUSAX CTallMOHApa

2. [Tono3penue Ha penuIuB 3a001€BaHUs/Pa3BUTHE BTOPOI OIyXOJIU
IMoka3aHus K BbINKMCKE NAIMEHTA U3 MeAUIMHCKONH OPraHu3annuu

1. OkoHyaHMe JTana Tepanuu TMpU YCIOBUM OTCYTCTBUS HH(QEKIHOHHBIX M TOKCHYECKHX
OCJIOKHEHHH, CUCTEMHBIX HapyILICHUH, TPeOYIOUINX Tepaluy B YCIOBUAX CTallMOHApa

2. OKOHYaHKME UHTEHCUBHOU TEpaluy IPpU COXPAHECHUH KIMHUKO-T€MAaTOJIOTNYECKON pEMUCCUN

3. B ciydae mpu3HaHUs NalMEHTa MHKYpaOeiabHBIM, JUIsl JaJbHEWIIEro OKa3aHWs MaJuIMaTUBHOU

MEIUINHCKOW TOMOIIHA B MEAUIIMHCKOW OPTraHU3aluuU 110 MECTY KUTEJIbCTBA.



6. JlonoaHuTeabHAsA HHGOpPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUS

Baknunanus nanuenton ¢ OJLJI [85]:

1. B nepuoj jiedeHus BaKUMHALMS HE MPOBOAUTCS (MCKIIOUEHUE COCTABIISIET BaKIMHAIMS MPOTHUB
renaruta B, KOTOpyl0 MOXXHO MNpOBOAUTH Ha (OHE Tepanuu IO CIEUUATbHOM cxeme s
MMMYHOKOMITPOMETHPOBAHHBIX MAI[IEHTOB).

2.Tlocne oOKOHYaHMS TOAJEPKUBAIONICH Tepanuyd MPHU YCIOBHUM HAJWUYUS [OJHOM PEMHUCCHH

BAKIIMHAIUIO MOKHO ITPOBOAUTH B ITOJTHOM O6’beMe, HUCKJIIIOYHMB XHMBbBIC BAKIIMHBI.
Bo3mo:xxHOCTH HpeﬁblBaHl/Iﬂ B OPraHM30BaHHOM KOJIJICKTUBE:

1. He xenarenbHa Ha NEPUOJ ITPOBEACHUS NHTEHCUBHON TEpAIUU.
2. OrpaHuyeHa 3MUIEMUOIOTUYECKON CUTyalueld U KIIMHUKO-JIa00paTOPHBIM CTaTyCOM IallUeHTa B
MEPUOJ TPOBEICHUS MTOAAECPKUBAIOLIEH TEPATUU.

3. He OrpaHn4cHa 1mocCJIC¢ OKOHYaHUA noz[z{epm/IBa}omeﬁ TCpalinu.
Bo3mo:xHOCTH Harpy3oxk u 3aHATHH CIIOPpTOM:

1. ®dusnyeckue Harpy3Ky He JKeJaaTesIbHbl B IEPUOJ IIPOBEICHUS HHTEHCUBHOMN TEPAIUH.

2. OrpaHuyeHbl  KJIMHHUKO-JIA0OpAaTOPHBIM  CTAaTycOM  MallMeHTa B  MEepUoA  IPOBEICHUS
MOAAEPKUBAIOIIEH TEPATUU.

3. Ilocne oOxOHYaHUs NOAAECPKUBAIOIIECH TEPANUU OTrPAaHUYEHBl TOJNBKO PA3BUBILIEHCS B IEPHUOJ]
JICYCHUSI IMaTOJIOTMEN ONPHO-IBUIATEIBbHOIO alapara WA TKEIbIMU  COIYTCTBYIOIIUMHU

3a0onieBanusiMu. [Ipy X OTCYTCTBUU HE OTPaHUYCHBI.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepum kauecrBa YpoBeHb YpoBeHb
AOCTOBEPHOCTU y6eantenbHocCTH
AOKa3aTesibCTB pekoMeHaaumn

MauveHty m™nagwe 18 netr ¢ nogmo3peHnem Ha OJJI, a c C 5
1. BepuduunpoBaHHbiM  OJIJ1 npu nepBMYHOM npueMe, Ha 8 JeHb
WHAYKLMOHHOM Tepanuu 1 fanee Bo BpeMs nposeaeHns XT BbIMOSHEH
obwnn (KNMHWYeCcKni) aHanus KpOBU pa3BepHyTbIN [¢
AnddepeHUMpoBaHHbIM  MOACYETOM  JIEMKOUMTOB  (NerkoumTapHas

dopmyna)

MauveHTty Mnagwe 18 ner ¢ nogmo3peHnem Ha OJIJ1, a Takxke C C 5
2. BepuduunpoBaHHbiM OJ1/1 Ha 3Tane nHAykumn (Ha 15-1 geHb Tepanuu
W MO OKOHYaHUW MHAYKLWK) BbINOSHEHO MOJyYEeHUE LUTONOrMYeckoro
npenapata KM nyTeM NyHKUMM C MNOCNEAYIOLUM LUTOIOrMYECKUM
nccneposaHnem Maska KM (Muenorpamma)

3 MaumeHty Mnagwe 18 net ¢ nopo3peHmeM Ha OJUT BbINOMAHEHO C 5
: LMTOXMMUYECKOE uccnenosaHune rnpenaparta KM

MauveHTty ™Mnagwe 18 netr c nogo3peHneMm Ha OJIJ1 BbIMOJHEHO C 5
UMMYHOMEHOTUMNPOBAHMNE rEMOMO3TUYECKUX KINEeTOK-MNpeaLllecTBEHHNL,
B KM

MauveHTty ™Mnagwe 18 ner c nogo3peHneMm Ha OJI1 BbINOJHEHO C 5
uMTOreHeTMyeckoe wuccnenoBaHne (Kapnmotun) U MONEKYNAsipHO-
reHeTmyeckoe uccnegosaHue (FISH-meTon) Ha o4HY mapy XpOMOCOM
acnupata KM

MaumeHTty ™monoxe 18 netr ¢ nogo3peHneM Ha OJIJ1, a Takxe C C 5
6. BepuduumnpoBaHHbiM OJ1JT B AMArHOCTMYECKMA Mepuoa M B npouecce
Tepanuu BbIMNOMIHEHbI CMMHHOMO3roBasi MYHKUMS C MOCAeayowmnm
nccnenoBaHMeM  ypoBHSI 6enka B CMMHHOMO3rOBOM  XWAKOCTH,
nccnefoBaHWe YpOBHS  T/IIOKO3bl B CMIMHHOMO3TOBOW  XWMAKOCTH,
MWKPOCKOMUYECKOE  WUCCNeAoBaHME  CMUHHOMO3IMOBOW  XMAKOCTH,
NoACYET KJIeTOK B CYETHOM kamepe (onpepeneHve uUuTo3a) U
LMTONIOMrMYECcKoe NccienoBaHme KNeToK CMMHHOMO3rOBOM XUAKOCTU

MaumeHTy Monoxe 18 net c BepuduUMpOBaHHbLIM AuarHo3om OJ1 C 5
Ha3HayeHO JsieyeHMe Mo OAHOMY U3 CleAylLlWnx TepaneBTUYECKnX
NPOKTOKOI0B, MPOTOKONbI rpynnbl MockBa-bepauH (ALL-MB-2008 nnan
ALL-MB-2015) nn6o npotokonbl rpynnsl BFM (ALL-BFM-95 wnu ALL-
BFM-2000)

MaumeHTy Monoxe 18 ner ¢ BepudUUMPOBaHHbIM AnarHosom OJ1 A 1
8. BbIMOSIHEHA NpOodUIaKTMKa UK feYeHne HenponenkemMmnm

MaunveHTy mMnagwe 18 net ¢ BepuduUUMpPOBaHHLIM AnarHo3om OJ1 A 1
9. Ha3HayeHa noaaepxusatroLas TepanMm aHTuMetTabonmtamm

MauveHty ™nagwe 18 ner c¢ Ph+-0O/171 (OJUJT c Hanuumnem B 2
10. dunagenbduiickon xpomocombl - t(9;22)(q34;q11.2)/BCR-ABL1) «
CTaHgapTHOM Tepanun gobasneHbl UTK

MauneHTam Mnagwe 18 net ¢ BepudunumpoBaHHbIM anarHosom OJ1J1 Ha Cc 5
nepuos WHTEHCMBHOW Tepanuu YCTaHOBMEH LEHTPasibHOr0 BEHO3HOro
KaTeTepa

11.

12 MauveHTy mnagwe 18 net ¢ BepuduumpoBaHHbIM anarHosom OJUT B C 5
. nepeble AHWM (Hedenu) Tepanuu MpPOBOAATCS TepaneBTUMYeckue
MeponpuaTUS, HanpasfeHHble Ha npodunakTuky COJI
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Ipuaoxenue Al. CocTaB padouen rpynibl

1. Kapauynckuii A.M. — n.m.H., podeccop, TUPEKTOP HHCTUTYTAa OHKOJIOTHH, DPAJUOJIOTHH U
saepHoil Mmenuiuabl PI'BY «HannoHanbHBI MEAUIIMHCKUN HCCIEAOBATENbCKUNA LEHTP JAETCKOU
reMaToJIOTUH, OHKOJOTHMM W WMMyHoOJIoruu uMmeHu JImutpus PoraseBay M3 P®; mpodeccop
kadenpel OHKONOTMH, remarosoruu u JjydeBor Tepamuu /g DPI'BOY BO «Poccuiickuii
HAIIMOHAJIbHBIN UCCIEN0BATENbCKUN MeAUIMHCKUN yHUBepcuTeT uMenun H.W.ITuporoa» M3 PO®;
4JIeH npasieHus HanmmonanpHOTo 001ecTBa 1eTCKUX remMaronoroB 1 onkosioros (HOITO).

2. PymanueB A.I. — akamemux PAH, a.m.H., mpodeccop, Ilpesunent OI'BY «HaumnonanbHbIit
MEIULIHUHCKANA MCCIIENOBATEIbCKUN LEHTP HNETCKOM TIeéMaTOJIOTHHM, OHKOJIOTMH U MMMYHOJIOIMH
umenu Jmutpusi PoraueBa»y M3 P®; mpodeccop kadeapbl OHKOIOTUU, TEMATOIOTUN U JIy4EBOU
teparmuu 1/ PI'BOY BO «Poccuiickuii HaIMOHAIBHBIN HCCICIOBATCIBCKUA METUITMHCKUN
yuuBepcutrer uMenn H.W.IluporoBa» M3 P®; miaBHBI BHEIITATHBIA JAETCKUM CHEUUATUACT
remarosor; [Ipesunent HanmonansHoro odmiecTBa AeTCKUX remarosnioroB U onkosnoros (HOUI'O),
wieH npasieHus Coro3a neauarpos Poccun.

3. PymsanueBa 1O.B. — A.M.H., JIOIEHT, 3aB. OT/AEJIOM HCCIeAOBaHUA JTUMOTpoIn(epaTuBHBIX
3aboneBannii PI'BY «HanuoHanpHBIA METUIIMHCKUA HCCIEAOBATENbCKUN IIEHTP JIETCKOM
reMaToJIOTUH, OHKOJOTUM W MMMyHoJIoruu umeHu JImutpusi PoraseBay M3 P®; npodeccop
kadenpsl OHKONOTMH, remaronoruu u JsydeBor Tepanuu 1/p DI'BOY BO «Poccuiickuii
HallMOHAJIBHBIA MCCIEA0BATENIbCKUNA MeaquIMHCKUN yHUBepcuTeT umenu H.WU.ITuporosay M3 P®;
yjieH HarmonanbHOTo 00111€cTBa AEeTCKUX TremaTosioroB U onkosioroB (HOI'O).

4. llomoB A.M. — K.M.H., 3aB. JlabopaTopueii UMMyHO(pEHOTUIIUPOBaHUS TremoOiacto3oB OI'BY
«HannonanpHbI MEIUIIMHCKUN UCCIENOBATEIBbCKAN LEHTP AETCKOW T'€MaTOJIOTMU, OHKOJIOTUHU U
MMMYHoJ0ruu umeHu Jmutpus Porauesay M3 PO.

5. Oabmanckasn FO.B. — k.M.H., 3aB. 1aboparopueil HIUTOreHETUKU U MoJieKysipHOU reHTuku ®I'bY
«HanmoHanpHBIN MEAUIIMHCKAN HCCIEI0BATEIBCKAN LIEHTP AETCKOM I'€éMaTOJIOTHH, OHKOJIOTHU U
UMMYyHoJIoruu uMeHu Jimutpus Porauesa» M3 PO.

6. CrepanoB JI.LH. — HayuyHBI COTPYIHHK, 3aB. HAy4dyHO-OpraHW3alMOHHbIM otaeinom PI'BY
«HanuoHanpHbIM MEAULIMHCKAN HUCCIIEI0BATEIBCKAN LIEHTP AETCKOM I'eéMaTOJIOTHH, OHKOJIOTUU U
uMMyHosiorun umeHu Jmutpusi PoraueBay M3 P®, wunen Poccuiickoro oOmectsa

OHKOI'€MATOJIOT'OB

KoH}ukT nuHTEpECOB OTCYTCTBYET.



IIpunoxkenne A2. MeronoJiorusi pa3padoTKku
KJINHUYECKHUX PeKOMEHIAIMT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

1. Bpau-remaronoru
2. Bpaun-oHkosioru
3. Bpauu-neguarpsl

4. Bpaun KIMHHUKO-1a00paTOPHOIN TUarHOCTUKU

Tadauma 1. [llkana OUEHKH YpPOBHEH JIOCTOBEPHOCTH JOKA3aTENbCTB IS METOJOB JHArHOCTUKU

(IMarHOCTUYECKUX BMEIIATEIHCTB)

yan Pacwmdposka

1 CucremaTtmyeckme O630pb| nccneaoBaHUn c KOHTpOJ1IEM perEPEHCHbIM MEeTOAO0M WNM  CUCTEMATUYECKUN 0630[3
PaHAOMU3NPOBAHHbIX KIIMHNYECKUX nccnenoBaHun NMpUMEHEHNEM MeTa-aHann3a

2 OTaenbHblEe UCCNefoBaHUS C KOHTpoOsieM pedJEDEHCHbIM MEeToA0M UNKN OoTAENIbHblE PaHAOMU3NPOBAHHbLIE KJIIMHUYECKKNE
nccnenoBaHna M cucteMatTnyeckue 0630pbl nccnenoBaHmn noboro avsamHa, 3a MCKIYeHUeM PaHAOMU3NPOBAHHbIX
KJIMHUYECKNX nccnegosaHnm, C NIpuMeHEHNEM METa-aHaIn3a

3 WccnegoBaHnst 6e3 MocnefoBaTeslbHOMO KOHTPONS pedepeHCHbIM MeTOoAOM WM WUCCNedoBaHus C pedepeHCHbIM
METOAOM, He SABNAIWMMCS HE3aBMCMMbIM OT WCCEAYyEMOro MeToda WM HepaHAOMWU3MPOBAHHbIE CpPaBHUTESbHbIE
NCCNeaoBaHus, B TOM YMCE KOrOPTHbIE UCCNeaoBaHus

4 HecpaBHUTeNbHbIE NCCEA0BaHUSA, ONUCaHUE KIMHUYECKOro criydas

5 MMeeTcsa nuwb 060CHOBaHME MexaHM3Ma AeNCTBUA UM MHEHME 3KCNepToB

Tabaunua 2. Illkana oLeHKU ypOBHEW JTOCTOBEPHOCTU JOKA3aTeIbCTB JJISi METOIOB MPOQUIAKTUKH,

JedeHHS U peadbmmmTanuy (MpopuIaKTUISCKUX, JICUCOHBIX, PEaONIUTAIIMOHHBIX BMEIIATCIIHCTB)

yan PacwudpoBka

1 CucrtemaTtnyeckuit 063op PKW ¢ npymeHeHnem meTa-aHanusa

2 OtaenbHble PKU n cuctematnyeckmne o63o0pbl nccnenosaHuii nioboro amsanHa, 3a uckntoveHmeMm PKW, ¢ npumeHeHunem
MeTa-aHanusa

3 HepaHaoMU3NpoBaHHbIE CPaBHUTESbHbIE UCCEN0BAHMSA, B T.4. KOrOPTHbIE UCC/IE10BaHNS

4 HecpaBHWUTENbHbIE WCCMEA0BaHMSA, OMWCAHWE KIIMHUYECKOro C/lyyasl WM Cepuu ClyyaeB, WCC/EeN0BaHUS <«Ciydai-
KOHTPO/b»

5 MiMeeTcs nulb OB60CHOBaHWE MexaHu3Ma [AeNCTBUS BMellaTenbCTBa (AOKMHUYECKUE WCCNEeAoBaHMs) WAN MHEHue
3KCMepToB

Ta6auua 3. [llkana oneHkn ypoBHEH yOeAUTENTHHOCTH PEKOMEHIAIUMN ISl METOAOB MPO(UIAKTHUKH,
IMArHOCTHKH, JeYeHHss W peabmiuranud (IpoUIaKTHUECKHX, TUArHOCTHYECKHX, JIeYeOHBIX,

peadUIUTAIIMOHHBIX BMEIIATEIHCTB)

YYP PacwundpoBka

A CunbHaa pekoMmeHaaumsa (Bce paccMaTpuBaeMble Kputepmn 3@PeKTUBHOCTU (MCXOAbl) ABASIOTCS BaXXHbIMKU, BCE
nccneaoBaHMs UMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOOMMYECKOe KayecTBO, WX BbiBOAbI MO
WHTEPECYIOLLMM NCXOAaM SBSIOTCS COrIacoBaHHbIMM)

B YcnoBHasa pekoMeHaaumsa (He BCe paccMaTpuBaeMble Kputepumn 3deKTUBHOCTM (MCXOAbl) ABNSIOTCS BaXXHbIMU,
He BCe MWCCMefOBaHUsl WMEKT BbICOKOE WAW YAOBNETBOPUTENIbHOE METOAO0SIOrMYEecKoe KayecTBO W/Unn ux
BbIBOAbl MO UHTEPECYOLWNM NCXOAaM HE ABNAKTCA COFJ’]aCOBaHHbIMVI)

C Cnabas pekoMeHaauus (OTCYTCTBME AOKasaTeNbCTB Hag/exallero Kadectsa (Bce paccMaTpuBaeMble KpUTepum
3 HEKTUBHOCTM (MCXOAbl) SIBASAOTCA HEBAXHbIMW, BCE MWCCNEA0BAHMA WMET HM3KOEe METOA0SI0rMYeckoe




| Ka4yecCTBO U UX BbIBOAbI MO MHTEPECYOLWMM NCXO0A4aM HE ABNAKTCA COFJ'IaCOBaHHbIMM) |

HOpﬂIlOK O00OHOBJIEHHUSI KJIMHUYECKHUX peKOMeH}IaHI/Iﬁ.

Mexanu3M OOHOBJICHHUS KIMHUYECKUX pCKOMCHI[aI_[I/Iﬁ npeaycMarpuBactT HUX CHUCTEMATHYCCKYIO
AKTyaJIn3alulo — HC PEXKE 4CM OAWH pa3 B TPHU I'OJd, a TAKKC IIPU ITIOSABIICHMHW HOBBIX JaHHBIX C
Jugexizentsisl I[OKaBaTeHBHOﬁ MCIWIIMHBI II0 BOIpOCaM JHWArHOCTHKH, JICUCHM, HpO(bHHaKTHKH u
pea6I/IJ'II/ITaIlI/II/I KOHKPCTHBIX 3a6OHCBaHHﬁ, HaJIUYMU 000CHOBAHHBIX HOHOHHGHHﬁ/3aMeanHﬁ K paHEcC

yTBepxkAEHHBIM KP, HO He vamie 1 pa3za B 6 mecsues.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

IHpuioxkenune A3.1. IIporokoust jJedenus OJIJI y naunenTos 10 18 ser

A3.1.1. OcHOBHBIE I0JIOKEHUSI U CXeMbl TepPalHuu MPOTOKO0JIAa POCCHHCKONH HCCIIeA0BATEIbCKOM
rpynnsi ALL-MB 2015 [44].

B wuccienoBannn ALL-MB 2015 BMecTo NOHATHA «TpylIa pPHCKa» HCIOJIb3YETCs TEPMUH
«TepameBTUYECKasi rpynmna». TepameBThueckass Tpynmna ONpeAeisieTcss MPeIBAPUTEIBLHO Mepe.
HAYaJIOM TEpalud M OKOHYATEJIbHO OIpPEAENSIETCS MOCJE MOJYyYEHUsl pe3ylIbTaroB T'€HETHYECKOrO
uccienoBanusi. [1oBTOpHO KakJaplii marueHT olieHuBaetrcss Ha 36 nenb Tepanuu (st OJIJI uz B-

KJIETOK-TIPEIIECTBEHHUKOB), Ha 15 u 36 nenb (nns T-OJIJI) u, B ciiydae miioxoro oTBeTa Ha JeUeHUE,
MIEPEBOJIUTCS B OJIHY M3 TPy BHICOKOTO PUCKA.

[IpoTOKON UIsI KOHKPETHOW TEPANEeBTUYECKOM TPYMIbl JOJDKHBI IOIY4YaTb TOJIBKO T€ MAUUEHTHI, Y
KOTOPBIX M3BECTHBI BCE€ MHMIIMAJIbHBIC JIaHHBIE U MPOBEJIEHBI BCEe HEOOXonuMBble oOcnenoBanus. Eciu
uHbopMalMsl MO  KakoMy-IMOO  MYHKTY  OTCYTCTByeT  (Hampumep, HE  IPOBEACHO
UMMYHO(EHOTUIIMPOBAHKE, IEPBUYHASI CIUHHOMO3roBas (J1roMOanbHas) MyHKUUS U T.J.), TAlIUEHT He
MOJKET OBITh OTHECEH K OIPEIEIICHHON TEpaleBTUUECKOM IpyMIe, U TepaneBTUUECKUNA TUIaH JUIsl HETO

YCTAaHaBJIMBACTCA MHANBHUAYAJIbHO PYKOBOAUTEICM UCCIICAOBAHUA COBMECTHO C BpadaMM KIIMHUKH.

Boce nauMeHTel (27 soda u < 50 nem)
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rpynnaE

Crparudukaiys Ha TepaneBTUYecKue rpymnmsl B uccienoanuu ALL-MB 2015

Kpurepun crparndukanuu Ha TepaneBTHYECKHE TPYIIbI

Bce manueHThl M3HAYANBHO CTPATU(PHUIMPYIOTCS B 3aBUCHUMOCTH OT MMMYHO(EHOTHIIA ONacCTHBIX
kietok Ha OJUJI uz B-knerok-npenmecrseHHukoB u T-OJIJI. [Tauuents! ¢ Hanuuuem Ph-no3utuBHOrO
OJIJI (t(9;22); BCR-ABLI) BbIACTAIOTCS B OTACNbHYIO rpyIiy (rpymnmna F).

Cpenu nauuentoB ¢ OJIJI n3 B-kJaeToK-npeIecCTBEHHUKOB BbIJICISIOTCS:



e Ilayuenmur c t(12;21) nmoOoro Bo3pacTa U HE3aBHUCUMO OT HAJIMYUS/OTCYTCTBHS JHOOBIX APYTUX
KPUTEPUEB, BBIIEISAIOTCS OTAEIBbHO. B 3aBUCUMOCTH OT HaJu4Ms WIM OTCYTCTBUS JOMOJIHUTEIbHBIX
KIIMHUYECKUX KPUTEPUEB OHU JensATca Ha 2 rpynnsl: rpynny  «1221-SR»  (mamueHTs

«CTaHJIAPTHOTO pHUCKay) U rpynmy «1221-IR» (mamueHTs! «IpoMeXyTOUHOTO PUCKA)

I'pynma «1221-SR»: nHUIIMAIBHOE KOJUYECTBO JIEMKOLIMTOB <30x10%/1 u pa3Mepsl CeNne3eHKn <4 cM,
craryc ITHC VIL. I'pymma «1221-IR»: HHHIMAIbHOE KOIMYECTBO neikouutoB >30x10°/m w/umu
pasMepsl cenezeHku >4 cm w/mu cratyc [IHC I (moctatouHo oHOTO KpUTEpHs).

e B mepaneemuueckyro zpynny D He3aBUCUMO OT BO3pacTa BbIACISAIOTCS NAllMEHThl ¢ UHUIIMATBHBIM
nejikoruTosom >100x10%/1 (rpymma «D1y») w/umm HammuaneM t(4;11) He3aBUCHMO OT HHHIMAILHOTO
nejikonuTo3a (rpymma «D2y»). IIpy 5TOM NalHeHThl ¢ MHHLHATBHBIM JeiikoruTo3oM >100x10%/1 u
t(12;21) B rpynny «D1» He BKJIIO4atoTCS.

e Cpenu OCTaJIbHBIX TAIMEHTOB TMPOBOAUTCS CTpaTU(UKAIMS B 3aBUCHUMOCTH OT BO3pacTa:
nayuenmsl maaouie 15 nem TOMydyaroT TEPaANUi0 B 3aBUCHUMOCTH OT HAJWYMS WJIM OTCYTCTBHS
JIOTIOJTHUTENIbHBIX KPUTEPUEB: Ipymmna «A» — MalMeHThl «CTAaHJIAPTHOIO pUCKa» U rpynna «By» —
MAlMEHThl «IPOMEXKYTOUHOTO pHUCKa». [pynma «A»: WHUIUAIBLHOE KOJIMYECTBO JICHKOLIMTOB
<30x10%/1 u pasmepst cenesenku <4 cm, craryc LIHC I/IL. Tpymma «By»: HHADHATBHOE KOINYECTBO
nejikouuToB >30x10%/1 w/umm pasmepsl cenesenkn >4 cM w/mmu craryce LIHC III (zoctarouso
OJTHOTO KpUTEpHS).

o Iayuenmor cmapwe 15-mu 1em BHIIEASIOTCA B OTEIBHYIO TEPANEBTUYECKYIO Ipynry «Cy.

o [Taumentsl ¢ OJIJI u3 B-kineTok-npeanecTBEHHUKOB BCEX TEPANMEBTUUECKUX rpym («A», «By», «C»,
«D1l», «D2», «1221-SR», «1221-IR») mpu OTCyTCTBUM peMUCCUMU Ha 36 [eHb Tepanuu

NEPEBOJISATCA B IPYIITY BBICOKOTO pucka (rpynma «Ey).

[Tatmentel ¢ T-OJLJI He3zasucumo om 6o3pacma pa3nensAOTCs Ha 3 TEpPaNeBTHYECKHUE TPYIIbI
(HM3KOrO, TMPOMEKYTOYHOTO U BBICOKOTO pucka). Crparudukanus NPOU3BOAUTCS HA OCHOBAaHUU
skcripeccun CDla u T-xnerounsix peuentopoB (TCR — T cell receptor) Ha OnacTHBIX KIETKax U
orBeTa Ha 8, 15 u 36 nenp Tepanuu. s kaxaoi rpynmsl («T-LR», « T-IR», «T-HR») npeaycmoTpena

CBOsI JIMHUA TCpaAIIUU.

I'pymma «T-LR»: «CDla+, TCR—» npu nnnmuansHoM neiikonurose <500x10%/m u npu ycnoBuu
xopormiero orBera Ha 8 (<1000 O6mactHbIx KieTok/MKka [IK) u 15 (<30% B KM) guu Tepanuu u
JNOCTH)KEHUS peMuccuu Ha 36 neHp tepanuu. Ilpu Hammuum Ha 8 neHb Tepanuu >1000 GnacTHBIX

kietok B MkJI [TIK maruentsl nepeBoasites B rpynmy T-IR.

I'pynnma «T-IR»: «CDla+, TCR+» wnmu «CDla—, TCR—» npu ycnoBuu Xopoimiero orseta Ha 15 neHb

tepanuu (<30% B KM) u nqoctuxenus pemuccuu Ha 36 JIeHb TepaIuu.

[TammenTsl rpynn T-LR u T-IR npu miioxom orBete Ha 15 nenb (=30% B KM) unu He HOCTHXEHUU

pemuccuu Ha 36 1eHb Tepanuu NepeBoAsTCs B Ipyniny Beicokoro pucka (T-HR).
[TaumenTs! ¢ BapuanToM 3kcnpeccuu «CD1a—, TCR+» uznauansHo otHOCcsTCeA K rpynne T-HR.

TepaneBTn4yecKkue MIAHbI




[TammenTrsl rpynn «A», «B», «1221-SR», «1221-IR» nony4aroT MHAYKUUIO, TPU KOHCOJMIALMHU U
nojiep kuBarolnyto tepanuto. [lamuentsl rpymnmbel «B» B Bo3pacte 10 jer u crapiie mHojaydaroT

JIOTIOTHUTENIbHO KpaHuaibHOe 00ayueHue B qo3e 12 I'p.

Tepanust rpynmnsl «1221-SR» mpakTUYecky HE OTIMYAETCS OT TAKOBOW B rpyrime «A», a «1221-IR» —
OT TakoBOW B rpymnne «B». EAMHCTBEHHBIM OTIUYHEM SBISETCS TO, YTO HUKTO U3 MAI[MEHTOB IPYIIIbI

«1221» He monyyaeT kpaHUaIbHOE O0TyUYEHUE.

[Manuentsl rpynnsl «C» mocie MHAYKUUU MONy4aroT 6 KOHCOIMAAUMA ¢ OOLMM KOJIWYecTBOM 36
BBEICHUI acmaparuHasbl**, HO B mo3e S5 000 EJ[ (takum oOpa3oMm, KymyJsTHUBHas J03a
acmaparvHasbl™* COOTBETCTBYET TaKOBOW MJisi MAIIMEHTOB MPOMEXKYTOUYHOTO PHUCKA MCCIEAOBAHUMA
ALL-MB 2002 u ALL-MB 2008), u noaaepuBarouryto Tepanuto. IlanmeHTsl 3TON rpynmnbl npu

oTcyTcTBUU MHULKaIbHOTO nopaxxkenust LITHC ne oOmyyatrorcs.

[TanimenTs! rpynmsl «D1» momydaroT MHAYKIHUIO, TPU KOHCOJIUIAINH, KpaHUATbHOE OO0IyYSHHUE B J103€
12 I'p n noanepxkuBaronryto tepanuto. [larmentam stoit rpynmsl [I31M-acnaparunasa BBoguTcs Ha 5-¢

CYTKHM MHAYKLIMHU (2 HE Ha 3-U, YUYUTHIBAsI, KaK MPaBUIIO, OOJIBIIYIO MACCy OIyXOJIH).

Tepanus B rpynne «D2» ananorndsna TakoBoil B rpymnme «D1», HO ¢ JONOIHUTENBHBIM BKIFOUEHUEM

BBEJICHUI #00opTe3omMuba™™ B peuHIyKITUSIX.

[Tarments! rpynn «T-LR» u «T-IR» nony4daror MHAYKIUIO, TPU KOHCONUAALUNUHA U MOIIECPKUBAIOIILY IO
Tepanuio. [larMenTsl STUX Ipynn Mpu OTCYTCTBUU MHULIMATIbHOTO nopakeHus: LIHC He oGmyuarorcs.

[MatnuenTs! rpynnsl « T-IR» monmy4aroT AOMONHUTENBHYIO 2-10 Qa3zy uHAyKIMoHHOU Tepanuu (Protocol

1b).

[TanuenTs! rpynnsl «F» moiayyaroT HHAYKUWIO, TPU KOHCOJIUAALMH, KPAHUAJIBHOE O0JyYeHUE B J103€
12 Tp u nopxaepxuBaroulyto Tepanuio. HauumHas ¢ 15 1OHS WMHOYKIMU, B TE€YEHHUE BCEH Tepanuu
(BKITIOYAsT TIOMJEPKUBAIONIYI0) M KaK MHUHUMYM emle 3 Toia Moclie €€ OKOHYAHWS, MaIlMeHTHI
MOCTOSIHHO TIONy4YaroT #uMaTHHHO** B mo3e 300 MI/MZ/CYT, €Cli B IIPOLECCE MOHHTOPHPOBAHHMS
MOJIEKYJISIPHOTO OTBETa HE BO3HUKHET HEOOXOAMMOCTH B YBETUUYEHHUH J103bI UMaTUHUOA WM B CMEHE

npenapara Ha APYyroil HHrHOUTOP TUPO3ZUHKUHABHI.

Bce mamumentsl rpynm «A», «By», «C», «1221», «T-LR», «T-IR» npu Hamuuuu WHULUMAIBHOTO
nopaxkenuss [IHC (IHHC III) momyuaroT Tepamuio COINIACHO MPOTOKOMY JJIsi COOTBETCTBYIOIIEH

TEParneBTUUECKON TPYMIIBI C IOMOJHUTEIHHBIM MPOBEACHUEM KPAaHHAIBHOTO 00my4yeHus B go3e 12 Ip.

[Manuents! rpynn «E» n «T-HR» (mamueHTsl BBICOKOTO pUCKa) MO OKOHYAHWW MHIYKLUUU MOTYYaroT
omoku I[IXT «F1» u «F2». Jlanee, B 3aBUCHUMOCTH OT CTaryca PEMHCCHUM M MMMYHOJIOTHYECKOU
npuHaAIeKHOCTH OnmacTtHhIX  kieTtok (He-T-OJIJI/T-OJIJI), pasnuyHbie OMOKM WHTEHCUBHOMN
xumuorepanuu. B ciydae pedpakTepHOCTH K CTaHIApTHBIM Kypcam Bbicokogo3HOM [IXT B kauecTe
2-i IMHUU Tepaluu MOTYT MIPUMEHAThCA Helapadun™* unm knodapabun. B psae ciydyaeB nanueHTam
rpynmsl «E» MOXeT ObITh pejIoKeHa Tepanus npenaparoM OIMHATyMyMad™*, MpeacTaBIsIONINM U3
cebss MOHOKJIOHaNbHOE Oucnennduueckoe antuteno antu-CD19. Beem manuentam rpynn «E» n «T-

HR» (mamueHTsl BBICOKOTO pUCKa) MOCIE JOCTHKEHUSI PEMUCCUM B PAMKaX XMMHUOTEPAUU BbICOKOTO



pUCKa B MaKCHMallbHO KOPOTKHE CPOKM OONMraTHO mokaszana ajutoreHHas TKM moboro Ttuma (B
3aBUCUMOCTH OT JOCTYINHOCTH JIOHOPOB M OT TEXHUYECKHUX BO3MOXkHocTel). Iloatomy Bcem
nanpeHTaM 3tux rpynn HLA-tunupoBanne w wuHunuanusa nowcka HLA-coBmecTmmoro aoHopa

JIOTKHBI TIPOBOAUTHCS Cpas3y MOCHE CTpAaTH(UKALIUU MTAMEHTOB B 3TY TEPANEBTUYECKYIO TPYIIITY.

Cxembl Tepanuu

o Hnoyxyus Jlexcamerason** — 6 mMr/mM2/cyT per os B 2 npuéMma (BBEICHHS) B JCHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 yacoB. JlHu ¢ 1-ro no 28-ii. [lonHas cyTouHas 103a IOCTUTAETCs TOCTENIEHHO
B 3aBUCHMOCTH OT MHHITMATIBLHON Macchl onmyxonu. C 29 aHs Tepanuu HAYMHASTCS CHIKEHHUE JT03bI
nexcamerasona: 29-31 muu — 3 mr/m2, 32-34 nuu — 1,5 mr/m2, 35-36 auu — 0,75 Mr/m?; nasee
JICKCaMEeTa30H OTMEHSETCS MOJTHOCTBIO.

o Bunkpuctuu** — 1,5 Mr/m? (MakcumasibHas 103a 2 MT) B/B cTp. Ha 8, 15, 22, 29 u 36-o0i1 aHM.

o JlayHopyGuuua** — 45 Mr/m> B/B Kar. Ha 8 u 22 JeHb Tepanuy. Y MalueHToB rpymm «A» n «1221-
SR» BBeneHue Ha 22-0# JA€Hb OCYIIECTBISETCS TOJBKO MpU 0OHapykeHuu Oonee 10% OmacTHBIX
KJIETOK B KOCTHOM MO3r¢ Ha 15-blil IcHb JICUCHMUSI.

o #MMatuHHG** — manmenTs Tpymsl «Fx» ¢ 15 qus uaaykimn B go3e 300 Mr/m%/cyT per os.

o HutparekanbHo (MeToTpekcar™*, murapabun™*, mpenHu3odoH™**) — B BO3pacCTHBIX JTO3UPOBKAX B
0/1, 8, 15,22, 29 u 36-01i 1HU J€YCHUS.

Jlo3upoBaHue npenaparoB JJIsl UHTPATEKAJIbHOW TEPAMU B 3aBUCUMOCTH OT BO3pacTa:

Bo3spacr MeTtoTpekcat** (mMr) LUuTtapabun** (Mr) Mpepauunsonon** (mr)
MeHee 1 roga 6 20 4

OT 1 roaa ao 2 net 8 30 6

Ot 2 net oo 3 net 10 40 8

Crapuwe 3 net 12 50 10

Konconuoauusa 1

« Mepkantonypun**— 50 Mr/mM> B 1eHb per os exenHeBHo (7-12 nemens); B rpymme «T-IR» — 12-17
Hezens

o #MeroTpekcar** — 30 mr/M?> BHyTpuMBIIIeuHO 1 pa3 B Hememo (7-12 nemens); B rpymme «T-IR» —
12-17 nenens

/lo3a mepxanmonypuna*®* u memompexcama** Koppuzupyemcs 6 3a6UcuMocmu om j1eiuKouumos
Kposu.

o AcmaparuHaza** — BHYTPUMBIIIEYHO | pa3 B HEACIIO POBHO 4Yepe3 CYTKHU IOCJIE BBEICHUS
mertoTpekcara, (7-12 memens; B rpymme «T-IR» — 12-17 nmemenst); B xose 5 000 Ex/m? B rpymmax
«A», «C», «1221-SR», B noze 10 000 Ex/m* B rpynnax «B», «D1», «D2y», «F», «1221-IR», «T-
LR», «T-IR»

e HuTparekaibHo (MeTOTpeKcaT™**, nurapaOun™*, mpenHu3010H**) — B BO3pacTHBIX J03UPOBKAX Ha

7,9, 11 u 13 nenene; B rpynmne « T-IR» — 12, 14, 16 u 18 negens



o JlekcameTason** — 6 Mr/mM?/cyT per os B 2 mpuéma (BBEACHHS) B JACHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 uacoB Ha mnpoTsbkeHuu 10 gHEl ¢ mocnenyromiei ObICTpOH OTMEHOM B
teueHnue 3-x qHeut — Hepenu 13-14; B rpynmne «T-IR» — 18-19 Henens

o Bunkpuctun** — 1,5 mr/m? (MakcumanbHas 103a 2 Mr) B/B cTp. Ha 85, 92 nens (13, 14 nemens); B
rpynre «T-IR» —na 124, 131 nens (18, 19 Henens)

o JlaynopyGurma** — 30 Mr/m? B/B Karr. J[Baxisl B Tpymmax «By», «D1y», «D2», «Fy», «1221-IR», «T-
LR» — Ha 44 u 65 nuu (aenenu 7, 10), «T-IR» — va 79 u 93 num (memenu 12, 14); u onuH pa3 B
rpynme «C» — Ha 85 nensb (13 Henens).

o #MmarnHuO** — manueHtsl rpynmnsl «F» MOCTOSHHO B TEUEHUE BCEM KOHCONMJALMU MOIYYaroT B
no3e 300 mr/m%/cyT per os

o #Bopresomn6** — mammentsl rpynmsl «D2» B mose 1,3 wmr/m? B/B GomiocHO 3a 3-5 cek ¢
MOCTEAYIONIMM MPOMbIBAaHUEM KareTepa (pu3nonornyeckuM pactBopoMm Ha 85, 89, 92, 96-i1 nHu
(13, 14 nenens).

Konconuoauusn 2

o Meprkarronypun**— 50 Mr/M° B feHb per os exenneBro (15-20 uenens); B rpymme «T-IR» — 20-25
Henemns
 Merorpekcar** — 30 Mr/m’> BHyTpuMSIIedHo 1 pa3 B Henemo (15-20 mexens); B rpymme «T-IR» —

20-25 nenens

/lo3a mepkanmonypuna** u memompexcama** Koppucupyemcs 6 3a6UcCUMOCU OM J1eUKOUUM 08

Kpoeu.

e AcmaparmHaza** — BHYTpPUMBIIIEYHO | pa3 B HENETI0 POBHO Yepe3 CYTKU TOCIIE€ BBEACHHUS
metorpekcara, (15-20 nexens; B rpymme «T-IR» — 20-25 nexmens); B mose 5 000 Ex/m? B rpymmax
«A», «Cy», «1221-SR», B no3e 10 000 ExMm? B rpynnax «B», «D1», «D2y», «F», «1221-IR», «T-
LR», «T-IR»

e UWuTparekanbHo (MeToTpekcar™*, murapaObun™*, mpenHu3od0H™*) — B BO3pacTHBIX JTO3UPOBKAX —
oqHOKpaTHO Ha 141 nenb (21 Hemens) B rpynmnax «A», «B (Te, KoMy IUTaHUPYETCsl OOIyUYEHHUE)»,
«D1», «D2», «F», «1221-SR»; 4 BBeaenus B rpynnax «B (He monydarouiye JIy4eByro TEParuio)»,
«1221-IR», «C», «T-LR» na 15,17,19 u 21 nenene; B rpynne «T-IR» — na 20, 22, 24 u 26 "exene.

o JlekcameTa3on** — 6 Mr/mM?/cyT per os B 2 mpuéMma (BBEACHHS) B ACHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 uvacoB Ha mpoTspkeHuu 10 aHell ¢ mocienyromieil ObICTpo OTMEHOUM B
TeueHue 3-x qHer — Heaenu 21-22; B rpynne « T-IR» — 26-27 Henens

o Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 141, 148 nenb (21, 22 Henens);
B rpymmne «T-IR» — na 180, 187 nens (26, 27 Henens)

o JlaynopyGurma** — 30 Mr/m> B/B Kar. J[Baxael B Tpymmax «By», «D1y», «D2», «Fy», «1221-IR», «T-
LR» —1a 98 u 121 nenb (nHemenu 15, 18), «T-IR» —na 135 u 156 quu (menenu 20, 23); v onuH pa3 B
rpynme «C» —Ha 141 gens (21 nenens).

o #matuHuO™* — manueHTsl rpynmbl «F» MOCTOIHHO B TedeHHE BCEH KOHCOIMAALMU MOTYYaroT B
no3e 300 mr/m%/cyT per os

o #Bopresomn6** — mammentsl rpynmsl «D2» B mose 1,3 wmr/m? B/B GomiocHO 3a 3-5 cek ¢

MOCJIEIYIONTUM TIPOMBIBAaHHEM KaTeTepa (PU3MOJOTHYECKHM pacTBopoM Ha 141, 145, 148, 152-i



nuau (21, 22 "enens).
Konconuoauusa 3

« MepkanTonypun**— 50 Mr/m> B IcHb per 0s exxenHeBHO (23-28 nemens); B rpymie «T-IR» — 28-33
Hezens

 Merorpekcar** — 30 Mr/M’> BHyTpuUMEIIIeuHo 1 pa3 B Henemo (23-28 nexens); B rpymme «T-IR» —
28-33 Hepnensd

/lo3a mepkanmonypuna*®* u memompexcama** Koppuzupyemcs 6 3a8UcuUMocCHmu om 1eiUKoOUumos

Kposu.

e AcnaparuHaza®™* — BHyTpUMBIIIEYHO | pa3 B HENET0 POBHO YE€pe3 CYTKU IIOCIIE€ BBEACHMUS
MeToTpekcara, (23-28 menens; B rpymme «T-IR» — 28-33 menems); B go3e 5 000 Ex/m? B rpymmax
«A», «C», «1221-SR», B noze 10 000 Ex/m* B rpynmnax «B», «D1», «D2», «F», «1221-IR», «T-
LR», «T-IR»

e UWutparekanbHo (MeTtoTpekcar™*, nurapaOun™*, mpenHu3oi10H™**) — B BO3pacTHBIX J103UPOBKAX —
omHokpatHO Ha 197 nmenb (29 Henmens) B rpymmax «Ay, «B (te, komy mmanupyercs: oOinydeHue)»,
«D1y», «D2», «F», «1221-SR»; 4 BBeaeHus B rpynnax «B (He momyyaromiye JIy4eByrO TEparuio)y,
«1221-IR», «C», «T-LR» u «T-IR» na 23, 25, 27 u 29 nenene; B rpynne « T-IR» — na 28, 30, 32 u
34 nenene

o JlekcameTa3oH** — 6 Mr/mM?/cyT per os B 2 mpuéMma (BBEACHHS) B JACHb C HHTEPBAIOM
COOTBETCTBEHHO B 12 4yacoB Ha mnpoTsbkeHuu 10 gHel ¢ mocnenyroimiei ObICTpONH OTMEHOM B
teuenue 3-x aqueut — Hepenu 29-30; B rpynne «T-IR» — 34-35 nenens

o Bunkpuctun** — 1,5 Mr/m? (MakcuManbHas 103a 2 Mr) B/B cTp. Ha 197, 204 nenb (29, 30 Hexens);
B rpymnmne «T-IR» — na 232, 239 nens (34, 35 nenens)

o JlaynopyOurma** — 30 Mr/m? B/B Kar. OmHOKpATHO B rpymmax «By, «D1y, «D2», «F», «1221-IR»,
«T-LR» — Ha 163 nenn (24 nenens); B rpynmnax «C» u «T-IR» —na 197 nens (29 nenens).

o #MmatuHuO™* — mamueHTsl TPyNIbl «F» MOCTOSHHO B TeYeHHE BCEH KOHCOIHMAAINU TOTY4aloT B
no3e 300 mr/m%/cyT per 0s

o #bopresomMn6** — marmentsl Tpymmsl «D2» B mose 1,3 Mr/M> B/B GOMIOCHO 33 3-5 CeK ¢
MOCTEAYIONTUM TTPOMBIBAaHUEM KareTepa (pusnonorndeckuM pactBopoMm Ha 197, 201, 204, 208-i

nuu (29, 30 Henens).
Konconuoayusn 4 (monvxo nayuenmot epynnot « C»)

« MepkanTonypun**— 50 Mr/M> B IeHb per os exxeaHeBHo (31-36 Hemers)

o Merorpekcar** — 30 Mr/m? BHyTpuMBIIedHO | pa3 B Henemo (31-36 Hemes)

o3a mepkanmonypuna™* u memompexcama** xKoppuzupyemcs 6 3a6UcumMocmu om Jji1eiuKouyumos

Kpoeu.

o AcmaparmHaza** — BHYTPHUMBIIIEYHO | pa3 B HEACTIO POBHO 4Yepe3 CYTKH TIOCIIC BBEICHUS

MertoTpekcara, (31-36 nenens); B 1oze 5 000 EIL/M2



o UWuTparekanbHo (MeTOTpekcar™*, murapabun™*, mpenHu3od0H™*) — B BO3pacTHBIX JT03UPOBKAX —
OJTHOKpaTHO Ha 253-i1 nensb (37 Henens).

o Jlexkcamerazou®* — 6 wmr/mM“/cyr per os B 2 mnpuéma (BBEIEHHS) B J€Hb C HUHTEPBAIOM
COOTBETCTBEHHO B 12 wacoB Ha mpoTspkeHuu 10 gHEW c mociemayromiei ObICTpOl OTMEHOW B
TeueHue 3-x qHeu — Henenu 37-38.

o Bunkpuctun** — 1,5 MI/M> (MakcumasibHas 103a 2 MT) B/B cTp. Ha 253, 260 auu (37, 38 Hemens)

o JlayHopy6umua** — 30 Mr/m” B/B kar. OXHOKpaTHO Ha 253 neus (37 Hemers).
Konconuoayusa 5 (monvxo nayuenmet epynnot «Cy»)

« Meprarronypuu**— 50 Mr/M” B [IeHb per 0s exxeaHeBHO (39-44 Hemems)

« Merorpexkcar** — 30 Mr/m> BHyTpUMBIIEYHO 1 pa3 B Henento (39-44 Henes)

/{o3a mepkanmonypuna** u memompexcama** Koppuzupyemcs 6 3a6UcuMocmu Om Jj1eiKouumos

Kpoeu.

e AcnaparuHaza®* — BHYTpPUMBIIIEYHO | pa3 B HENET0 POBHO YE€pe3 CYTKU IIOCIIE€ BBEACHMUS
MeToTpekcara, (39-44 uexers); B mose 5 000 Ex/m?

o HMuTparekanbHo (MeTOTpekcar™*, murapabun™*, mpenHu30I0H™**) — B BO3pacTHBIX JTO3UPOBKAX —
onHokpaTHO Ha 309-i1 nensb (45 Henens).

o JlexcameTa3on** — 6 Mr/mM?/cyr per os B 2 mnpuéMma (BBEACHHS) B JACHb C HHTEPBAJIOM
COOTBETCTBEHHO B 12 wacoB Ha mpoTsbkeHuu 10 aHEW c mociemyromiel ObICTPON OTMEHOW B
TeueHue 3-X qHer — Henenu 45-46.

e Bunkpuctun** — 1,5 mr/m? (MakcHMaibHas 103a 2 Mr) B/B cTp. Ha 309, 316 nmu (45, 46 Henens)

o JlayHopyoumua** — 30 Mr/m” B/B kar. OxHOKpatHO Ha 309 meHs (45 Hemerns).
Konconuoayusa 6 (monvko nayuenmot epynnot « Cr»)

« MepkanTonypun**— 50 Mr/M> B IeHb per 0s eskeIHeBHO (47-52 Hemens)

« Merorpexcar** — 30 Mr/mM> BHyTpHMBIIIEUHO 1 pa3 B Henento (47-52 Hemes)

/lo3a mepkanmonypuna** u memompexcama** Koppuzupyemcsa 6 3a6UcuMocmu om Jj1eiKouumos

Kpoeu.

e AcnaparuHaza®* — BHYTpPUMBIIIEYHO | pa3 B HENETI0 POBHO Yepe3 CYTKU IIOCIIE€ BBEACHMUS
MeToTpekcara, (47-52 uenensi); B nose 5 000 Ex/m?

e urparekanbHo (MeTOTpekcaT**, nurapaOuH**, mpeqHn30I0H**) — B BO3PACTHBIX J03MPOBKAX —
oJTHOKpaTHO Ha 365-i1 nensb (53 Hemens).

kok 2 .

o Jlexkcamerazon** — 6 wmr/mM“/cyr per os B 2 mpuéma (BBEIEHHS) B J€Hb C HWHTEPBAIOM
COOTBETCTBEHHO B 12 wyacoB Ha mpoTspkeHuu 10 aHel ¢ mocnenyromed ObICTPOH OTMEHOU B
TeueHue 3-X nHer — Hexeau 53-54

o Bunkpuctun** — 1,5 Mr/m? (MakcHMaibHas 103a 2 MT) B/B cTp. Ha 365, 372 nenb (53, 54 Henens)
Bmopasa ¢paza unoykyuu (npomokon Ib) (monvko nayuenmuol epynnot « T-IR»)

o Huknopochamun**— B goze 1000 mr/m?, B/B Kar. 3a 1 wac, B auu 43 u 71.



e Mecua** — 400 mr/m’> BHyTpHBeHHO mepen nHbys3meil unkiobocdamuaa, a Takke Ha 4 U 8 yac

MOCJIe BBEICHHMSI Mperapara.
o [{urapabun™** — B moze 75 MF/MZ/CyT, BBOJINTCS BHYTPUBEHHO CTPYMHO, B AHU 45, 46, 47, 48; 52,

53, 54, 55; 59, 60, 61, 62 u 66, 67, 68, 69 (4eTbIpe 4-X-THEBHBIX OJIOKA).
« MepkanTonypun** — B 1o3e 60 Mr/mM2/cyT, per os, ¢ 43 o 71 xens (Bcero 28 nueit; 4 Hexenn)

e HuTparekaibHo (MeTOTpeKkcaT™*™*, nurapaOun™*, nmpenHn3010H**) — B BO3pacTHBIX J03UPOBKAX Ha

52 1 66-01 IE€HE.

Tepanus nayuenmoeg 6vicoxo2o pucka (epynnol «E» u « T-HR»)

broxk FI-F2

o Mermmpenunsonon** — 80 Mr/mM%/cyT, per/os iy B/B B Tpu npuéMa; aum 1 —5; 11 — 15
o Bunkpuctun** — 1,5 Mr/m?> (MakcuMasbHas 103a 2 Mr) B/B ctp.; xuu 1, 6 1 11.

« Merorpekcar** — 5 000 mr/m? B/B 3a 24 yaca B 1eHb 1.

1/10 obeit 10361, KaKk HArpPy304HYIO 103y B/B Karl. 3a 30 MUHYT

9/10 oOr1ieit 10361 B BU/E AIUTEIHHOM BHYTPUBEHHOHN MHGY3uH 3a 23,5 yaca.

o donuHar Kameius** — 15 Mr/M” B/B Ha 42-0i1, 48-0i1 1 54-biif uacs HHQY3UN MeTOTpeKcara™* *

Yeenuuenue konuuecmea e6eodenuirt u 0o3vt (])0Jumama KaJlbl(u}l** 6 3aeucumocmu om

KOHUeHmpayuu memompexkcama** ¢ kpoeu

o Ilurapabun** — 2 000 Mr/M’e/B B BUIE 3-X u4acoBOil HH(Y3uM Ha 11-if u 12-i quU. 4 BBEHCHUS C

WHTEpBAJIOM B 12 yacoB
e UuTparekanbHo (MeToTpekcar™™, murapaOun™*, mpenHu30n0H™*) — B BO3PACTHBIX JO3UMPOBKAX;

a1 u 15.

brox HR-1

« Merunnpenuusonon** — 80 mr/m>/cyT, per/os win B/B B TpH npuéma; auu 1 — 5
o Bunkpuctuu** — 1,5 MI/M> (MakcuMasibHas 103a 2 MT) B/B cTp.; AHU | 1 6.

« Merorpekcar** — 5 000 mr/m? B/B 3a 24 yaca B JieHb 1.

1/10 obweit 10361, Kak Harpy304HYIO 103y B/B Kail. 3a 30 MUHYT

9/10 o6meit 10361 B BUAC NIUTEIbHONW BHYTpUBEHHON MHQY3mnH 3a 23,5 vaca.

o Kanpumst honuuar ** — 15 mr/m” B/B Ha 42-0if, 48-0i 1 54-b1ii uacs! HHY3HUH MeTOTpeKcaTa**

Yeenuuenue ronuuecmea eeedenunr u 003wt Kanbyusa Qoaunama** 6 3aeucumocmu om

KOHUeHmpayuu memompekcama™* ¢ Kpogu

o [uxnodochamug** — 200 MI/M% B/B KamejnbHO 3a 1 yac; AHU 2 — 4. 5 BBEJCHHI ¢ UHTEPBAJIOM B 12

qacoB



e Mecua** — 70 Mr/M’> BHyTpPUBEHHO Tiepen uHby3ueil unkiobocdana, a Takke Ha 4 1 8 yac mocie
BBEJICHHSI IIpernapara

o Iurapabun** — 2 000 mr/mM’B/B B BUAe 3-X 4acoBOi HH(pY3MM Ha 5-i JeHb. 2 BBEICHHS C
WHTEpBAJIOM B 12 yacoB

o HWuTparekanbHo (MeTOoTpekcaT**, nurapabuH™**, mpemTHn3010H**) — B BO3pPaCcTHBIX JO3UPOBKAX; B

1-11 neHb.
brox HR-2

o Mermmpenunsonon** — 80 Mr/mM%/cyT, per/os iy B/B B TpH npuéMa; auu 1 — 5
« Merorpekcar** — 5 000 mr/m? B/B 3a 24 yaca B JeHb 1.

1/10 oOuieit 103b1, KaKk HArpy304HYIO 103y B/B Katl. 3a 30 MUHYT
9/10 oOmieit 10361 B BUE ATUTEIHHOM BHYTPUBEHHOM MHGY3uH 3a 23,5 yaca.
o ®onuHat Kaaeiua** — 15 mr/m? B/B Ha 42-0if, 48-0i1 1 54-b1il yacs! nHQY3HH METOTpEKCaTa**

Yeenuuenue konuuecmea e6edenuit u 003vt dmmmama Kaﬂbl{u}l** 6 3aeucumocmu om

KOHUeHmpayuu memompexcama**e kpoeu

o Ilsracmaprasa — 1 000 Ex/m? B/B kamesnsHo 3a 2 gaca; Ha 6-f IeHb.

o HMuTparekaibHO (MeTOTpekcaT**, nurapabuH™**, mpeTHn30I0H**) — B BO3PACTHBIX JO3UPOBKAX; B
1-i1 neHsb.

o Bunkpuctun** — 1,5 Mr/m?> (MakcHMasbHas pa3oBas 103a 2 Mr) B/B B auu 1 u 6.

e Udbochamua™** — 800 MF/MZ, B/B B TeueHue | vaca, 7Hu 2 — 4. 5 BBEJACHHI C MHTEpBAJIOM B 12
4acoB.

e Mecua** — 400 mMr/mM> BHYTpHBeHHO Tepen HHy3ueil ndocdamusa, a Takke Ha 4 1 8 yac mocie
BBEJICHUS MIpemapara.

o JlaynopyGuuus — 30 Mr/m?, B/B KarL. 3a 24 4aca, IeHb 5.
bnox HR-5

o Merunnpenuusonon** — 80 mr/m%/cyT, per/os uim B/B B Tpu mpuéMa; auu 1 — 3

o KnodapaGuu — 52 mr/m? (ans naupentos Mnaaure 30 1eT) B/B karl. 3a 2 yaca, JHH 1-5

o Huknopochamun** — 300 mr/m> B/B Kar. 3a 1 wac; auu 1 — 5. 5 BBeeHuil ¢ HHTEpBAIOM B 24 yaca

e Mecua** — 100 mr/mM?> BHYTpHBEHHO mepen uHpy3uei mukinodochana, a Takxke Ha 4 1 8 yac mocie
BBEJICHHUSI TIperapara.

e Dromozur** — 100 Mr/m?, xHu 3-5, B/B KaIL. 3a 2 yaca. 3 BBEICHHUS C WHTEpBAJIOM B 24 daca.

o HWuTparekanbHo (MeTOoTpekcaT**, nurapabuH™**, mpeaHn3010H**) — B BO3pacTHBIX JO3UPOBKAX; B

1-11 neHb.
bnox HR-6

o Mermmpenunsonon** — 80 Mr/mM%/cyT, per/os ity B/B B TpH npuéMa; auu 1 — 5

o Hemapabun** — 1 400 Mr/M2B/B Kar. 3a 1 wac; nuu 1, 3, 5.



o Ilurapabua** — 300 mr/m” B/B 3a 3uaca, IHH 3-5. 6 BBEACHMII C HHTEPBAIOM B 12 qacoB

o [uxnodochamug** — 200 MI/M2 B/B KaneibHo 3a 1 yac; 1Hu 1 — 5. 5 BBeJeHUI ¢ UHTEPBAJIOM B 24
yaca.

e Mecua** — 70 Mr/M’> BHyTpPUBEHHO Tiepen uHby3ueil uukiobocdana, a Takke Ha 4 1 8 yac mocie
BBEJICHHSI IIpernapara.

e Ilsracmaprasa — 1 000 Ex/m” B/B kanenbHO 3a 2 yaca; Ha 6-if 1eHb.

e HutparekanbHo (MeToTpekcar™*, murapaOun™*, mpeqHu3omou**) — B BO3paCTHBIX JO3UPOBKAX; Ha
6-i1 1eHb.

bnox HR-7

JlekcameTa3on** — 6 Mr/mM>/cyT, per/os win B/B B aBa npuéma; guu 1 — 5

Knohapabum — 52 mr/m? (urs nanpentos miaamme 30 1et) B/B KarL. 3a 2 4aca, AHH 1-5

Lutapabunr** — 1000 Mr/M2B/B B BUIE 3-X 4acoBoii nady3un, guu 1-5. 5 BBEACHHIT ¢ HHTEPBAIOM B
24 yaca

NnapyOunua™** — 8 MI‘/M2, B/B Karl. 3a 6 4acoB, JHHU 3-5

KpanuaabHoe 00Jay4yeHue

PexoMeHtaninu o gy4eBou Teparnuu — CM. pasaen 3.2 JaHHbIX PEKOMEHJALUN.
Ionnep:kuBarmas Tepanus

[Topnep:xkuBaroiasi Tepanusi HA4MHAETCA Ha 31 Henesne NpoToKoIa ISl MAIMEHTOB TEPANeBTUUYECKUX
rpynn «A», «B», «D1», «D2», «F», «1221-SR», «1221-IR», «T-LR». ¥V nmanuentoB rpynmsl «C» oHa

HauMHaeTcsa Ha 55 Hexaene Tepanuu. Y nanueHToB rpynnsl « T-IR» — Ha 36 Hexene.

[TonnepsxuBaromiasi Tepamnusi MPOJOJIKACTCS 10 JTOCTHUKEHHS 00IIel JIUTEILHOCTH JieueHus 2 roja.
Ona coctout u3 6-TH HeIeIbHBIX KypcoB Mepkantonypun™*+MeTtoTpekcar**, ¢ mocnemyromieit 2-x
HenenbHOU penHaykuuen «/lexcamerazon™**+BuHkpucTuH**)» ¢ OIHUM MHTpATEKaJIbHBIM BBEJICHHEM
3-x mpemnaparoB (MeTOTpekcaTr**,

uuTapadbun™*, npenHuzonon®*). HWHTparekanbHas Tepamnus

MIPOBOAUTCA TOJILKO Ha I-m roay Tcpaluu.

B-MP S0mgim® p.e,)

Il
I

MCCNEASBAHWE ALL-MB 2015 NOONEPMWBAKILLAA TEPAMNKA.
VGR 1.8 mgim’ 1) b} bl bl
DEXA Gmoim’ ip.o.) LN LN L8
MTH Atmagim {l.m.} (. T rtal 11 inl
TIT g g -

31 3% 33 54 58 M ST 56 3B 40 41 4F 43 44 44 &8 4AF 48 40 &5 44 AF &3 84
X! 3 3
DEXA Smgim” (2o L L o
MTX 30mg/m’(l.m.) L L Ll
o-MP S0maim (9.0, I

53 GO AT BA NE 69 BT 67 &3 B4 GBS &8 0T GE 8% TO 7Y VI OTH VA TH TR TV TR
WOR 1,5 mgim® (i) E E .!. a
DEXA Bmgim’ (o) [ [
MTX 30mgim’ (lm.) L Firrrrrrrnd




« MepkanTonypun**— 50 Mr/mM> B IeHb per 0s eKeIHEBHO

« Merorpexcar** — 30 Mr/mM> BHYTPHMBIIIEYHO | pa3 B HELEIIO.

/lo3a mepkanmonypuna** u memompexcama** Koppucupyemcsa 6 3a6UCUMOCIU OM J1eUKOUUMOE
Kpoeu.

o JlexcameTazoHn™* — per os exxeJHEBHO Ha MpoTshkeHuu 10 qHel ¢ mocienyromei ObICTpoil OTMEHOM
B TeueHue 3-x aHed. CyTodHas 103a mpemnapara pacrpeaessieTcs Ha 2 mpuema ¢ uHTepBajioMm 12
4acoB.

e Bunkpuctua** — 1,5 Mr/m? (MakcuManbHast 103a 2 Mr) B/B cTp. | pa3s B Hememo (B 1-if u 8-if xuu
PEUHIYKIIIH).

o HMuTparekasbHO (METOTpeKcaT**, murapaOun™*, mpenHn3010H**) — B BO3pacTHBIX JO3MPOBKAX Ha
37, 45 u 53 Henene (BMecTe ¢ NEPBBIM BBEICHUEM BUHKPUCTHHA Ha KXKIOW peuHAyKiuu). Jlanee
WHTpaTeKaJbHasl Tepanusi He NpPOBOAUTCA. VHTparekanpHas Teparus TOCle JIy4eBOM Teparuu

MIPOBOAMTCS AByMS IIpenapatamu (IiuTapaOun™*, mpennuzonon™*)

A3.1.2. OcHOBHBIC MOJIOKEHHS] U CXeMbl TepPalmuu MPOTOKOJA HEMEUKOH HMCCJIeI0BaATeIbCKOM
rpynnst ALL IC — BFM 2002.

Kpurepun crparndukannu Ha TepaneBTHYECKHE TPYIIbI

I'pynna cmanoapmmnozo pucka

o Xopommwii orBeT Ha dop-dazy npeanuzonoHoM (<1000 GracTHBIX KIETOK/MKI KpOBH Ha 8 JICHb
Teparnum)

e Bo3spact >1 rona u <6 ner

o VIHWIMATBHOE KOJTUYECTBO JIeHKOIUTOB <20% 10°/1

o <25% OmacTHBIX KJICTOK B KOCTHOM MO3re Ha 15 aeHb Tepanuu

o JlocTmxenue peMuccuu Ha 33 JeHb Tepanuu
Bce kpumepuu o6s3amenvhot
I pynna npomesicymounoco pucka

o Xopommwii orBeT Ha ¢dop-dazy nmpeaauzonoHoM (<1000 GracTHBIX KIETOK/MKI KpOBH Ha 8 JICHb
Tepanuu)
B <1 >6 / i >20x10%/

e Bo3spact <I rona unu >6 jeT u/uin MTHUIUAIBHOE KOJIMYECTBO JICHKOIIMTOB > 1

o <25% OnacTHBIX KJIETOK B KOCTHOM MO3re Ha 15 feHb Tepanuu

o JlocTmxkeHue peMuccuu Ha 33 JeHb Tepanuu
u/unu

o Kputepun rpynmsl cTaHAapTHOTO pUcka + >25% O1acTHBIX KJIETOK B KOCTHOM MO3Te Ha 15 meHp +

JOCTHIKCHHUEC PCMUCCHHU Ha 33 JACHb TCpaluunu

prnna 6bICOKO2CO pucka



[Tnoxoit orBeT Ha ¢op-hazy npeanuzonoHom (>1000 OracTHBIX KIETOK/MKI KpPOBH Ha 8§ JIeHb
Tepanuu)

Kpurtepun rpymnmbl mpomMeXyTOUHOTO prucka + >25% OnacTHBIX KJIETOK B KOCTHOM MO3re Ha 15 eHb
Tepanuu

Her pemuccun Ha 33 neHb Tepanuu

Hanuuue t(9;22)

Hanuuwe t(4;11)

/locmamouno 00H020 Kpumepus

TepaneBTH4YecKye NJIAHBI

[TanmenTrl rpynn CTaHAAPTHOIO M IPOMEKYTOYHOro pucka noiydaror IIporokon I, mporokon M,
[Ipotokon Il w mopmepkuBaronryro Tepanuio. KpanuambHOe OOIyYeHHE TPOBOIUTCS TOJBKO
nauuenTam ¢ T-OJIJL.

[lanmeHnTsl Tpynmbel BBICOKOTO pucka mnoaydator IIporokonm I, 3arem 6 OJOKOB HHTEHCHUBHOM

BBICOKOJIO3HOM xmmuoTeparnuu, I[Iporokon II, kpanmanpHOE OONydeHHWE | TOAICPKHUBAIOITYIO

TEparnuio.

Cxembl Tepanuu
Ilpomokon 1

Ipeaunszonon** — 60 mr/m>/cyt per os. Jluu ¢ 1-ro mo 28-it. [TonHas cyTouHas 103a I0CTHIACTCS
MOCTENEHHO B 3aBUCHUMOCTH OT MHHUIMAIBbHON Macchl omyxonud. C 29 mgHS Tepanmuu HaYWHAETCS
CHM)KEHME JT03bI PEIHU30JIOHA /10 TTOJTHOM OTMEHBI 3a 9 1HEl.

BunkprcTHHE** — 1,5 Mr/M? (MakcHMasbHas 103a 2 MT) B/B cTp. Ha 8, 15, 22, u 29-if 1Hu.
TayHopyoumua** — 30 mr/m” B/B KaiL. 3a 1 4ac Ha 8, 15, 22 u 29-if neHp Teparnu. Y MAlHEHTOB C
BII-OJIJI rpynmbl cTaHgapTHOTO pycKa BBeAeHUs Ha 22 U 29-i 1eHb HE POBOSITCSL.
Acmaparunaza®* — B/B karl. 3a 1 gac B go3e 5 000 En/m? Ha 12,15, 18, 21, 24, 27, 30 u 33-i1 1cHb.
[uknodochamum**— B go3e 1000 mr/m?, B/B Kar. 3a 1 yac, B 101 36 1 64.

Mecua** — 400 mr/m? BHyTpHBeHHO mepen uady3Hei mukIopocdamuaa, a Takke Ha 3, 6 1 9 yac
noclie BBEJCHHUS Mpernapara.

[urapabun™** — B moze 75 MF/MZ/CyT, BBOJIUTCS BHYTPUBEHHO CTPYHHO, B AHU 38, 39, 40, 41, 45,
46,47, 48, 52, 53, 54,551 59, 60, 61, 62 (ueTbipe 4-X-THEBHBIX OJIOKA).

Mepxkantornypuu** — B 103e 60 Mr/mM2/cyT, per os, ¢ 36 o 63 xens (Bcero 28 mueit; 4 Hexenn)
WuTparekanbHo (MeToTpekcaT**) — B BO3pacTHBIX Ao3upoBkax Ha 1, 12, 33, 45 u 59-it auu. Y
nanueHToB co ctarycoMm IIHC 2 u 3 mpoBoaUTCA JBa JOMOJIHUTEIbLHBIX BBeICHUS Ha 18 1 27 neHb
[102].

Jlo3rpoBaHueE MpErapaToB sl HHTPATEKAIbHON TEPAUKU B 3aBUCUMOCTH OT Bo3pacra [103]:

Bospacr

<1 ropa

=1<2 ner

=2<3 ner

=3 nert

MeToTpekcaT** (mr)

6

10

12




Ilpomoxon M

« MepkanTonypun** — B 103e 25 Mr/mM2/cyT, per 0s, ¢ 1 1o 56 1eHb.
« Mertorpekcar** — B/B Kar. 3a 24 yaca B xuu 8, 22, 36 1 50 B no3e 2 000 Mr/m? (mammeHTs ¢ BII-
OJLJT) unu B 1o3e 5 000 mr/m? (marmentsi ¢ T-OJ1T)

1/10 obmeit 10361, KaK HArPy309HYO 103y B/B Karl. 3a 30 MUHYT
9/10 oOmieit 10361 B BU/IE IMTEIHHOM BHYTPUBEHHON MHGY3uH 3a 23,5 yaca.

o dommuar Kampuus** — 15 mr/m> B/B Ha 42-0if, 48-0if u 54-bIif yachl nH(Y3UM MeTOTpeKcara**
Yeenuuenue xonuuecmea eeedenuit u 003vl N€lKOBOPUHA 8 3ABUCUMOCHU OM KOHUEHMPAUUU
MemompeKcama é Kpoeu

e HutparekanbHo (MeTOTpeKkcar™**) — B BO3pacTHBIX J03UpPOBKax Ha 8, 22, 36 u 50-i1 nHu.

IIpomoxon 11

o Jlexcamerazon** — 10 mr/m?/cyt per os. Juu ¢ 1-ro mo 21-i. C 22 gHS Tepamny HAYHHACTCS
CHIDKEHUE JI03bl JIeKCcaeTa30Ha JI0 MOJTHOM OTMEHBI 3a 9 nHel.

o Bunkpuctua** — 1,5 Mr/m? (MakcumasibHast 103a 2 MT) B/B cTp. Ha 8, 15, 22, u 29-i1 aHu.

o JloxcopyOumuu** — 30 mr/mM” B/B KarL. 3a 1 uac Ha 8, 15, 22 1 29-if 1eHb TeparuH.

o Acmaparmnasza** — /B kam. 3a 1 gac B mo3e 10 000 En/m? Ha 8, 11, 15 u 18-ii nens.

o [luknodpochamun**— B goze 1000 MF/M2, B/B KaIl. 3a 1 yac, Ha 36 JcHb.

« Mecna** — 400 mr/m? BHyTpUBeHHO mepen nHDy3meil mukTodochamuaa, a Takke Ha 4 n 8 gac
MOCJIe BBEICHUS TIpemnapara.

o [lutapabun™* — B no3e 75 MF/MZ/CYT, BBOJUTCS BHYTPUBEHHO CTpYyiHO, B JHU 38, 39, 40, 41 u 45,
46,47, 48 (n1Ba 4-X-THEBHBIX OJIOKA).

« Mepramromypun** — B 1o3e 60 Mr/m%/cyT, per 0s, ¢ 36 o 49 neus (Bcero 14 ameit; 2 Hegenn) [104]

e HuTparekanbHo (MeTOTpekcar®*) — B BO3pACTHBIX T03UPOBKax Ha 38 u 45-if 1HU. Y MAIMEHTOB CO

crarycoM [THC3 npoBoauTcs 1Ba 1OMOJHUTENBHBIX BBeieHUS HA 1 1 18 1eHb.
Tepanusa nayuenmoe 6vlCOK020 pUcKa
brox HR-1

o Jlexcameraszon** — 20 mr/m%/cyT, per/os; auu 1 — 5
o Bunkpuctun** — 1,5 Mr/m? (MakcHMaibHast 103a 2 Mr) B/B ¢Tp.; auu 1 1 6.

e Merorpekcar** — 5 000 Mr/mM2 B/B 3a 24 yaca B IeHs 1.
1/10 oOmieit 10361, KaKk HArPy304HYIO 03y B/B Kafl. 3a 30 MUHYT
9/10 oOmuieit 10361 B BUJE AIUTEIHHOM BHYTPUBEHHOM MHGY3uH 32 23,5 yaca.

o ®omuuar Kampuus** — 15 mr/m> B/B Ha 42-0if, 48-0if u 54-biii yachl HHDY3HH MeTOTpeKcaTa**
Yeenuuenue xonuuecmea 6éeedenuii u 003vl N€NUKOGOPUHA 8 3ABUCUMOCHU OM KOHUEHMPAUUU

memompeKkcama 6 Kpoeu



o [uxnodochamug** — 200 MI/M% B/B KamenbHO 3a 1 yac; THHA 2 — 4. 5 BBEJICHHUI C MHTEPBAJIOM B 12
4acoB

e Mecua** — 70 Mr/M’> BHyTpPUBEHHO Tiepen MH(y3neil uukiopocdana, a Takke Ha 4 1 8 yac mocie
BBEJICHHMSI ITperapara

o Iurapabun** — 2 000 mr/m’B/B B Bue 3-X 4acoBoii MHGY3MH Ha 5-i JCHb. 2 BBEICHHS C
WHTEpBAJIOM B 12 yacoB

o Acmaparunaza** — 25 000 Exq/m? B/ KamenbHo 3a 2 yaca; aHu 6 1 11.

e HuTparekanbHo (MeTOoTpekcaT**, nurapabuH™**, mpemTHn3010H**) — B BO3pPACTHBIX JO3UPOBKAX; B

1-11 neHb.

Jlo3upoBaHue MpenaparoB AJisi MHTPATeKAIbHON TEPaUy B 3aBUCHMOCTH OT BO3pacTa:

Bo3spacr MeTtoTpekcaTt** (mMr) Uuntapabun** (mMr) MpeaHusonon** (Mr)
MeHee 1 roga 6 20 4
Ot 1 roaa no 2 ner 8 30 6
OT 2 net go 3 net 10 30 8
Crapwe 3 net 12 30 10
bnox HR-2

o Jlexcamerason** — 20 mr/m%/cyT, per/os; qun 1 — 5

« Merorpekcar** — 5 000 mMr/m? B/B 3a 24 yaca B JieHb 1.
1/10 oOmieit 10361, KaKk HArpy304HYIO 03y B/B Katl. 3a 30 MUHYT
9/10 obmeit 10361 B BUAC NINTEIbHON BHYTpUBEHHON MHBY3HH 3a 23,5 gaca.

o ®omuuar Kampups** — 15 mr/m> B/B Ha 42-0if, 48-0if u 54-bIii yachl HHDY3HH MeTOTpekcaTa**
Yeenuuenue xonuuecmea ééedenuit u 003v1 N€UKOGOPUHA 6 3A6UCUMOCIU OM KOHUCHMPAUUU
MemompeKcama é Kpogu

o Acnaparunaza** — 25 000 Ex/m” /B KareiabHo 3a 2 4aca; quu 6 u 11,

e HuTparekanbHo (MeToTpekcar®*, nurapabuH™**, mpeqHn3010H™*) — B BO3pacTHBIX JAO3UPOBKAX; B
1-it newb. Y manuenToB co crarycom LIHC3 nmpoBoauTCS JOMOJHUTENBHOE BBEACHUE HA 5 JICHb.

« Bunnesun — 3 mr/m? (MakcuManbHas pa3oBas 103a 5 Mr) B/B B auu 1 u 6.

o Udochamua™** — 800 MF/M2, B/B B TeueHue 1 vaca, 7Hu 2 — 4. 5 BBEJACHHWI C MHTEpBAJIOM B 12
4acoB.

e Mecua** — 400 mr/m> BHyTpHBeHHO nepen HHby3ueil ndbocdamua, a Takke Ha 4 U 8 yac mocie
BBEJICHUS [Ipenapara.

o JlaynopyGurms — 30 mr/m2, B/B KarL. 3a 24 gaca, JIeHb 5.
bnox HR-3

o Jlexcamerason** — 20 mr/m%/cyT, per/os; qun 1 — 5
o Iurapabun** — 2 000 mr/mM’B/B B Buje 3-X 4acoBoil HHGY3MHM HA 1-if u 2-if 1HH. 4 BBEJCHUS C

MHTEpBaJIOM B 12 yacoB



o Acmaparunaza** — 25 000 Exq/m” B/ KanenbHo 3a 2 yaca; aHu 6 1 11.
e Drtono3ua** — 100 MF/M2, nHu 3-5, B/B Karl. 3a 1 yac. 5 BBeZieHUI ¢ HHTEpBAJIOM B 12 4acoB.
e HMuTparekanbHo (MeToTpekcar™™, murapaOun™*, mpenHu3onoH™*) — B BO3PACTHBIX JO3UPOBKAX;

JICHB 5.
KpanunanbHoe 00ay4yeHue
PexoMeHiatinu mo Jy4eBou Tepanuu — cM. pasaei 3.2 JaHHBIX PEKOMEHIAIUMI.
Ionnep:kuBaomas Tepanus

HOI[I[Gp)KI/IBaIOIHa}I TCparirgd HAYUHACTCA YCPE3 2 HEJCJIM MOCJIe OKOHYAaHUS MHTCHCUBHOMU TCpariuu U

MIPOJIOJIKAETCS 10 JOCTUKEHUS O0IIEeH JIUTEIbHOCTH JiedueHus 2 roaa (104 nenenn).

« MepkanTonypun**— 50 Mr/mM> B I€Hb per 0s eKeIHEBHO

« Merorpexcar** — 20 mr/m? per os 1 pa3 B HezeIo.

/lo3a mepkanmonypuna** u memompexcama** Koppucupyemcsa 6 3a6UcCUMOCU OMm J1eUKOYUMO8

Kposu.
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IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

Heﬁ1<03, WINA JIEHKEMHST — 3a00JIeBaHUE KOCTHOT'O MO3Trda, B 06I/IXOI[6 HHOI'ZIa HAa3bIBACMOC «PaKOM

kpoBuy». Ilpm neiiko3e HapylmieHO HOpPMaldbHOE KPOBETBOPEHUE: TMPOUZBOAUTCS H30BITOYHOE
KOJIMYECTBO aHOMAJIBHBIX HE3PEIBIX KIETOK KPOBHU — MPEAIIECTBEHHUKOB JICMKOIIUTOB. DT OJACTHBIE
KJIETKH, PAa3MHOXXasICh U HAKAIIUBAsICh B KOCTHOM MO3T€, MEIIAOT BEIPAOOTKE U (PYyHKIIMOHUPOBAHHIO
HOpPMAaJIbHBIX KJIETOK KPOBH, YTO U OOYCIIOBIMBAET OCHOBHBIE CUMIITOMBI 3aboneBanus. Kpome toro,
3TH OMYyXOJIEBbIE KJIETKHM MOTYT HaKaluMBaTbcs B JAUMQOY3Iax, MEYSHH, CENe3€HKE, LEHTPaIbHOU

HepBHOﬁ CUCTCMC U JPYTUX OpraHax, TAKKC BbI3bIBas ITOABJIICHUC CH@HI/I(l)I/I‘-ICCKI/IX CUMIITOMOB.

Octpsiii muMpobnactuelil neiko3 (OJIJI) — camblif pacnpocTpaHEHHBI BUJ Jeliko3a y AeTedl u
MOJIPOCTKOB, Ha €ro jaomio npuxoautcs 75-80% Bcex oOmMyxoneBbIX 3a00JIeBaHUN KpPOBETBOPHOMU
cuctemsl y aereit (3-4 ciydas Ha 100 teicsy nereit B ron). Yame Bcero OJIJI Bo3HuKaeT B Bo3pacrte 110
14 ner; nuk neTckod 3a00JIEBAEMOCTU MPUXOAMUTCS Ha BO3pacT 2-5 JyieT. Y MajbuuMKOB 3Ta 0OJIE3Hb
BCTpEYaeTCsl yalle, YeM y JEeBOYEK. TepMHUH «OCTpHIi» O3HauyaeT ObICTpOE pa3BUTHE OOJE3HU, B
MIPOTHUBOMOJIO)KHOCTh XPOHUYECKOMY JIEUKO3y. TepMUH <«JIUMQOOIACTHBIN) O03HAYAET, YTO HE3pEIbie
KJIETKH, COCTaBJISIONINE OCHOBY OOJIE€3HU, SIBIAIOTCA TuMoOiIacTaMu, TO €CTh MPeaIIeCTBEeHHUKAMU

TUM(OLUTOB.

OJIUI xapakTepu3yeTcss MHOXKECTBOM pPa3MYHbIX MPU3HAKOB W y pa3HbIX MAIMEHTOB MOXKET
IPOSIBIATHCS MO-pa3HOMY. BOJIBIIMHCTBO HAOMIOAAEMbIX CUMIITOMOB, OJIHAKO, OOYCIIOBJIEHO TSXKEIBIMU

HapymieHusIMU KpoBeTBopeHus. OOBIYHO HAOMIOMAIOTCS CaboCTh, OJIETHOCTh, CHIDKCHHUE amleTUTa,

MoTepss Beca, Yy4YallleHHOe cepaneOueHne (Taxukapausi) — TMPOSABICHUS AHEMUU W OIYXOJIEBOU
UHTOKCcHKalu. Hepoctarok TpoMOOUUTOB MPOSBISAETCS MEIKMMU KPOBOMBIHSHUSIMHM Ha KOXKE U
CIIM3UCTBIX 00OJIOYKaX, KPOBOTCUEHHUSIMU W3 JECEH, HOCOBBIMHU MU KHIIEUYHBIMU KPOBOTEUEHUSIMH,
KpOBOMOATEKaMH, CUHsIKaMU. V3-3a HaKoIIeHUs1 OTACTHBIX KJIETOK YacTO YBEIMYMUBAIOTCS JTUM()OY3IIbI
— B YAaCTHOCTH, LIEUHBIE, MOAMBIIIEYHbIE, MaxoBble. Hepeako yBEIMUYMBAKOTCS TaKXKE IEYEHb U
cene3eHka. Jleuuut nosHOUEHHBIX JEHKOUUTOB IPUBOAUT K OCIIA0JIEHUIO UMMYHHUTETA, Pa3BUBAIOTCS

yacThle MHPEKIIUU C BBICOKOUM TeMIIepaTypoil.

PacnipocTpassisice 1o opraHusmy, JEHKEMHUYECKHE KJIETKH MPUBOIAT HE TOJBKO K W3MEHEHUSIM B
cocTaBe KpoBU. Tak Kak JIEMKO3HbIE KIJIETKH 3alOJIHAIOT KOCTHBIE MOJOCTH U KOCTHBIA MO3I, TO
MOSIBJISIFOTCSL OOJIM B KOCTSIX M CyCTaBaX, MHOT/A BO3HHUKAIOT MATOJIOTMYECKHE (TO €CTh BbI3BaHHBIC
3a00JIeBaHHEM ) TIEPEIOMBI KOCTEeH. OMmyX0ieBble KIETKH MOTYT CKaIlUIMBaThCs B TMEUCHU, CEIIE3CHKE U
nuM@aTUYeCKuX y3Jlax; MOTyT HaOmonarbes 0oiu B kuBoTe. B HexoTopsix ciydasx OJLJI BeI3biBaeT
M3MEHEHHMS U B IPYTUX OpraHax: Iva3ax, Movkax, suykax y MaJbdyuKOB U SIMUHUKAX y JI€BOYEK, IpUYEM

y MaJbYMKOB MOpa)K€HUE IOJIOBBIX OpraHoB HabOmronaercs yamie. Hepeako Bo3HMKaeT mopakeHue

LEHTPAJIbHON HEPBHOM CUCTEMBI — HEMPOJIEUKEMUSI.

Tak kak Bce HaAOMIOMAEMbBIE CUMIITOMBI MOTYT OBITh CBSI3aHBI W C JIPYTUMH 3a00JICBaHUSIMU W HE
cneruuunsl ans OJUJI, mepen HavanoMm nedeHus HeoOXxoauma jJabopaTropHasi AMArHOCTHKA, KOTOpas B

CPOYHOM IOPAAKE ITPOU3BOAUTCA B YCIIOBUAX MGHHHHHCKOﬁ OpraHHu3aIuu.

[Tpu OJIJI BO3HMKAIOT U3MEHEHHS B OOBIYHOM KIMHUYECKOM aHAIN3€ KPOBU: MOTYT OBITh MOHUKEHBI

YPOBHHU DJPUTPOLUTOB U IpOM6OHI/ITOB, MOSIBIISIIOTCST  OJ1aCTHBIC KJIIETKHW, MOXKET OBITH YBCIUYCHO
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KOJINYECTBO HeﬁKOHHTOB. Ho JJIsA OKOHYATEJIbHOMN JAUarHoCTUuKHu HCO6XOJII/IMO MMOJIy4YNUTh KIICTKU

KOCTHOI'O MO3ra, JJIs TOM oejan H606XOIII/IM3 KOCTHOMO3TOBas OHYyHKIIHA.

[Ipu mopdonoruyeckoM HCCIEAOBAaHUU TUATHO3 «OCTPBIM TUM(OOIACTHBIN JIEMKO3» CTABUTCS TpPU

oOHapyxeHuu 0onee 25% O1acTHBIX KJIETOK B KOCTHOM Mo3re. Ho ob6s3arensHo mpou3BoasTcs Oolee

TOHKHC HCCICOOBAHUA. NUTOXHMHYCCKOC (OKpaH_II/IBaHI/IC KJICTOK, IIO3BOJIAIOIICC Ooyiee TOYHO

YCTaHOBHUTh WX MPHUPONY), LUTOTCHETHYECKOE (M3YyYE€HHE CTPOCHHUS XPOMOCOM B JIEMKEMHUYECKUX

KJIETKaX ), IMMYHO(EHOTUNNPOBaHUE (M3yUeHHEe OSIKOBBIX MOJICKY/ Ha MTOBEPXHOCTH KJIETOK). Jleno B

TOM, YTO Ba)KHO HE TOJbKO nuarHoctupoBath OJIJI, HO u onpenenuts kKoHKpeTHbIN BapuanT OJIJI. DTo

Ba’XHOC YCJIIOBUC U IINTAHUPOBAHUA TCPAIIUU.

Kak Tonbko JAUarHo3 JIEHKO3a MMOCTABJICH, JIAA IIJIAHUPOBAHHWA TCPAIINU HCO6XOI[I/IMO BBISACHUTD,
HACKOJIBKO B IIPOHOCCC BOBJICUCHBI JPYTUC OpraHbl, KpOMC KOCTHOTO MO3ra. bonee TOYHYTIO
I/IH(bOpMaLII/I}O Jar0T TaKUC MCTOAbI JUArHOCTUKM KaK YIBTPA3BYKOBOC MW  PCHTICHOBCKOC

HCCIICJOBAHUC, MArHUTHO-PE30HAHCHAA 1 KOMIIBIOTCpHAA TOMOI‘pa(l)I/IH u ap.

B xome mumarnoctuku OJIJI Takke HEOOXOOUMO HCCIEAOBATH COCTOSHUE IIEHTPAJbHONM HEPBHOMU
CUCTEMBI. AHAJIN3 CIUHHOMO3TOBOM JKUJIKOCTH (JIMKBOPA) TMO3BOJSET OMPENEINTh, HET JIU Y MallueHTa

NOpPaXEHUs] LIEHTPaJIbHOW HEPBHOW cHCTeMbl — Helponeiikemuu. OOpa3en JUKBOpa Ui aHaau3a

MOJIYYaroT MOCPEJACTBOM IYHKIIMKU CTUHHOMO3IOBOIO KaHaja (JItoMOanbHask MMyHKITU ).

[lepen neuenueM (1 B mporiecce) y peOeHKa MpOBEPSIOT, Kak paboTaeT ceple (JIeKTpoKapArnorpaMma
— OKI' u sxokapauorpamma — IxoKI'). KommiekcHbie 1a00paTopHbIE HCCIEIOBAHUS IMOMOTAIOT
00BEKTUBHO OLIEHUTH COCTOSIHUE peOeHKa U OOHAPYKUTh HapyILIeHUs] OOMeHa BEIIeCTB WM (PyHKIIMIA
KaKUX-TMOO0 OPraHoOB. JTU U3MEHEHUS 00s13aTEIbHO YUYUTHIBAIOTCS BO BpeMs JeueHus. [ BO3MOKHO

HEOOXOAMMBIX MEePEeTUBAaHII KPOBU YCTaHABIMBAIOT IPYMITYy KPOBH MAllUEHTA.

HentpanibHoe Mecto B Jsedenun OJUJI 3aHumaer xumuorepanus. Y HEKOTOPBIX IMAIIUEHTOB
JIOTIONTHUTENILHO O00ydaeTcs IeHTpalibHas HEpBHAas CHUCTEMa W/WIM TPOBOAUTCSA TPaHCIIAHTAIUS
CTBOJIOBBIX KJIETOK. llenp jedeHuss — 1o BO3MOXKHOCTH IIOJHOCTBIO YHUYTOXHUTBH JIEMKEMUYECKHUE
KJIETKH BO BCEM opranusme. IHTEHCUBHOCTb U MPOJOJIKUTEILHOCTh XUMUOTEPANIUU, HEOOXOAUMOCTD
JIy4EBOM TEpalMu WM TPAHCIUIAHTALMH, & TAKXE NPOTHO3 3aBUCAT OT THUIIA JIEMKO3a, Pa3IUYHBIX

(akTOpPOB U OTBETA HA TEPAIHIO.

XUMHOTEpaIus — 3TO JICYCHHE MeIUKaMeHTaMu (IIMTOCTATUKH ), KOTOpbIe OJIOKUPYIOT JACJIEHUE KIETOK
WM yOMBAIOT OmyXxoJieBble KieTku. [[ns Hanbonee >QGEeKTUBHOTO JICYCHUSI MPUMEHSIOT pa3IudyHbIe

KOM6I/IHaIlI/II/I mperaparos.

Cospemennoe neuenue OJIJI oCHOBaHO Ha pa3leNeHMM MAalMeHTOB HA TPYIIBI PUCKA, OT KOTOPOMH
3aBUCAT NPOrHO3 3a00JIEBaHMSI W IUIAHHpPYEMOE JiedyeHue. Tak, TOBOpST O CTaHJApPTHOM pHCKE,
BBICOKOM pucke M T.J. OTHeceHHMEe K TOM WM HMHOW TpYIIE 3aBUCUT OT MHOTHX (PaKTOpPOB.
CoOTBETCTBEHHO, MAIMEHTHI, OTHOCSIIUECS K TpymnnaM 0ojiee BBICOKOTO pUCKa (TO €CTh T€, Y KOro
M3HAYaIbHBIA TIPOTHO3 XYXKE), MOIYYar0T 00Jiee MHTEHCUBHYIO TEPAINIO, a B Tpynmnax 0ojee HU3KOTo
pUCKa MOYKHO HCIIOJIb30BaTh MEHEE MHTEHCUBHYIO TEpallMI0 U TEM CaMbIM HM30€rarth W3JIUIIHEN

TOKCUYHOCTH U TSDKEJIBIX OCJIOKHEHHUH.
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Tepanus OJIJI, kak mpaBuIO, COCTOUT U3 TPEX ITAIMOB:

l. Uaaykuus peMHCCMM — 3TO HaAyaJlbHbIA dTall MHTEHCUBHOW XWMHOTEpanuu, LEIb KOTOPOIro
YHHUUYTOXKHUTH 32 KOPOTKOE BPEMSI MAKCMMAJIBHO BO3MOYKHOE YMCIO JIEMKO3HBIX KJIETOK U TOCTUYb

pemuccuu. Jleuenue anmutcs mpubausuTenbHO 6-7 Hemenb. [lox pemmuccuelt moapazymeBaeTcs

COACPIKAHNUC MCHCC 5% 0QJIaCTHBIX KJIETOK B KOCTHOM MO3T€ U OTCYTCTBUC UX B KPDOBU B COUCTAHHUN

C Npru3HaKaM¥u BOCCTAHOBJICHHA HOPMAJLHOI'O0 KPOBCTBOPCHMA. Ha »ToM »Tame NPUMCHAIOTCA

PA3JIUYHLIC ITPOTUBOONYXOJICBLIC TTPCIIANATHL. HHI[y&lI/IH MO3BOJIACT NOCTUTHYTL PEMUCCHUHA ooiiee

yem y 95% neren.

2. KOHCOJII/IIIELII/IH (SaKPGHHeHI/Ie)_peMI/ICCI/II/I HarpaBJICHA HA YHUYTOXKCHHUC OCTATOYHBIX daHOMAJIbHBIX

OJIaCTHBIX KJIETOK BO W30SKaHWE peruauBa 3aboneBaHusd. OOmmias MpomomKUTEIbHOCTE JTOTO

oTalia COCTAaBJIACT HCCKOJIBKO MCCAIICB U CUJIBHO 3aBUCHUT OT KOHKPCTHOI'O ITPOTOKOJIA JICHCHHWA.

QYEGCTB}/CT TAKIKC MOHATHUEC PEUHIAYKIIUH: O3TO NMEPUOTUYCCKHU MOBTONACMBIC YK€ IOCIC NOCTHUIKCHUA

RPEMUCCHUN TTUKJIBI MOJUXUMHUOTEPANNN, AHAJIOTUYHBIC HCIIOJIB3YCMbIM HPWU HWHAYKIWH. PGI/IHI[YK]_[I/IH

IIO3BOJIACT AOIIOJTHHUTCIIBHO CHH3UTBH YHCIIO JICUKEMHYECKMX KJIETOK M TEM CaMbIM IIOBBLICUTH

«HaACKHOCTB» PCMHUCCHU.

3. [lognepxuBatomiass Tepamusi TPOBOAUTCA JUIsl  TMOAJAEPKAHUS PEMUCCUH, TO €CTh s
JOTIOJIHUTENILHOTO CHUKEHUSI PUCKA PEUUMBA MOCJE 3TAaNoOB WMHIYKUMU W KOoHconupauuu. Ha
ATOM JTale Ha3HA4YarOTCS HEBBICOKHE 703kl XUMHUoMNpenaparoB. OCOOCHHOCTh 3aKIII0UACTCS B TOM,
YTO Teparusi MPOBOAUTCS JJIMTEILHOE BPEMsI U HEMPEPHIBHO — JI0 JOCTHXKEHHUS 2 JIET OT Hayasa

JICUCHUA.

Ha sTanax nHIyKIM¥M ¥ KOHCOTUAAIIMN BBEJICHNE XMMHUOTEPAIICBTHUCCKUX MPEMapaToB MPOU3BOIUTCS
B OCHOBHOM BHYTPHUBEHHO M BHYTPHUMBIIIEYHO, B YCIOBUSAX CTAI[MOHApPA WU JHEBHOTO CTAI[MOHApA.
[lopnepxuBaromasi Tepanus MOPEACTaBIsieT CcoOOW dTam  HauMEHee WMHTEHCUBHOIO JICUCHUS,
npeObIBAaHWE B MEAHWIIMHCKON OpTraHW3alvu MpU ITOM HE Tpelyercs (3a HUCKIOYCHHUEM Teproja

PEUHAYKITHI).

JUist nedeHus W TOpOoUIAKTUKM HEHWPOJIEHKEMHM Ha NEPEYUCIICHHBIX JTanax XUMHUOIpPEnapaThl

AOJDKHBI BBOAWUTBLCA MHTPATCKAJIbHO, TO €CTh B CIIMHHOMO3IOBOM KaHal nocpeacTBOM JIFOMOaTEHBIX

nyHkiuil. MHorna nekapcTBa BBOAST B JKENYJOUYKH (0COObIE IOJIOCTH) TOJIOBHOTO MO3ra 4epes

CIIEHHMAJIBHBIA pesepByap OmMmaiisi, KOTOPBIM YCTaHABIMBAETCS IIOA KOXKEU TOJOBBL. Y HEKOTOPBIX

MManrCHTOB UCIIOJIB3YCTCA U O6J'IyLIeHI/I€ T'OJIOBBI — KpaHHAJIbHOC O6Hy‘I€HI/I€.

B X0AC JICUCHUA OJIJI moxer NPUMCHATHCA TPAHCIUIAHTAIIUS KOCTHOI'O MO3T'da OT POACTBCHHOTO WJIN

HEPOACTBEHHOIO J0HOpa. Eciy 1o maHy jeyeHus npesycMoTpeHa TpaHCIUIaHTalus, TO €€ IPOBOIAT
nocse AocTrkeHus pemuccun. Kak nmpaBuio, TpaHCIUIaHTALUs [TOKa3aHa TOJIBKO MPU BBICOKOM PHUCKE,
IIOCKOJIBKY BEPOSITHOCTH XOPOILErOo OTBETA Ha craHiaapTHyro Tepanuto npu OJIJI B cpegHem BbICOKa,

0COOEHHO y JETeM.

K coxanenuro, HeCMOTps Ha BCE NEPEYUCICHHbIE MEphl, MHOTAAa Bo3HMKaeT peuuauB OJIJI —

KOCTHOMO3FOBOﬁ, C—)KCTp&IMCI{YJ’IJ’IHpHHﬁ (TO CCTb BHC KOCTHOT'O MO3ra — HaIIpUMEpP, C MHOPaKCHUCM
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IEHTPAJIBHON HEPBHOW CHCTEMbl WM SIMYEK) WM KOMOWHUPOBAHHBIA. B 3TOM cimydae mpoBoauTCs

IIPOTUBOPCHUANBHAA TCPAIIUSI.

Xumuoteparnus OJIJI BeicokorhhekTHBHA, HO 3a9aCTyIO TSHKEIO IEPEHOCHUTCS U MOXKET OBITh CBsI3aHa

C CCPLC3HBIMU MOOOYHBEIMHU 3(b(1)eKTaMI/I. TaK, B TIPOLECCCC JICUCHHUA NMOAABIISICTCS KPOBCTBOPCEHHE U

OBIBaIOT HEOOXOJUMBI NEPETMBAaHUS KOMIIOHEHTOB JOHOPCKOM KPOBU — TPOMOOLIMTOB BO M30€KaHUE
KPOBOTEUEHUH MPU OYEHb HU3KOM YPOBHE COOCTBEHHBIX TPOMOOLUTOB MAIIUEHTOB, YJPUTPOIIUTOB JJIs
00prOBI ¢ anemueil. [lepennBaHus TOHOPCKUX JICUKOIUTOB (CPAHYIOLKUTOB) MPUMEHSIIOTCS TOJIBKO B

PCAKUX CIyHadX IIPHU TAKCIIbIX I/IH(beKI_[I/IOHHBIX OCJIOXKHCHUX.

B uwncne moOOYHBIX 3(1)(1)6KTOB XUMHUOTCPAIIMHU MOXHO TAaKXXC Ha3BAaTb TOIIHOTY, PBOTY, BBIIAACHHC
BOJIOC. Y KaXXJ0I0 N3 INHUTOCTATHUKOB €CTbh CBOH 1M0OOYHEBIE 3(1)(1)CKTI>I. anIe BCCTO OHM BO3HHUKAIOT

BPCMCHHO, HO MHOT'Ia COITPOBOXKAAIOT BECh KYPC JICHCHUSI.

CepbesHass mpobiema CBs3aHa C BO3MOXKHOCTBIO aJJIEPrHUECKMX pEeaKIMil Ha XUMHUOIpenaparsl,
BIUIOTh 10 aHA(MIAKTUYECKOTO IIOKA — KU3ZHEYTPOXKAIOIIETO COCTOSHUS, KOTOPOE XapaKTepU3yeTcs
OTEKOM, 3aTpyJHEHUEM JbIXaHUS, CHJIbHBIM 3yJIOM M T.J. Tak, CpaBHUTEIbHO YacTO BCTpPEYAETCs

AJUICPruAd Ha acraparnHasy, 1 MOXKCT OBITH HGO6XOI[I/IMO HCIIOJIB30BAHHUE aHAJIOTOB OTOr0 Iperapara.

[TockonbKy u J€iko3 caM 1o cede, U UCOIb3yeMasl IIPH €ro JICYEHUH XUMHOTEpanusi Pe3KO CHUKAIOT
COMPOTHUBIIIEMOCTh OpraHW3Ma pa3MYHbIM HH(EKIUsAM, TO TMalUEHTaM BO BpeMs JICYCHUS
He00x0onuMbI 2P GEeKTUBHBIC aHTHOAKTEPHAIbHBIE U TIPOTUBOTPUOKOBBIE JIEKApCTBA sl MPOPUIAKTUKH

" TCparinun I/IH(beKHI/IOHHBIX OCJIOKHEHUM.

NurencuBnoe nedenne OJIJI HakmanpiBaeT cephe3HbIC OrpaHUYEHUS HAa 00pa3 KU3HU MAIMEHTA.
Heobxomumo coOmtofath OMpeAeNieHHYI0 OUeTy W CTpOTHe TUTHeHWYeckue TpeOoBaHusi. Bo
n30exaHne UHQPEKIMH OrpaHUYMBAIOTCS KOHTAKThl C BHEIIHUM MUpOM. [Ipyu oueHb HHU3KOM YypOBHE
TPOMOOIIMTOB HENb3s HE TOJIBKO JIOMYyCKaTh TPaBMbl, HO JaXke, HANpUMEp, YUCTUTH 3yObl 3yOHOU
MIETKOW - YTOOBI HE CHIPOBOIIMPOBATH KPOBOTEUCHHE M3 JeceH. [locnme IOCTHKEeHUS peMuccuu
CTPOrOCTh 3THUX OTPAHUYCHMM IMOCTENEHHO CHMIKAeTcs. Bpaun m mencecTphl COOOIIAIOT KaXKIOMY

MMaOuCHTY, YTO EMY MOXXHO U YTO HCJIB3 HA TCKYIICM JTalIC JICUCHUA.

be3 neuenus OJIJI mpuBoauT K THOETN MAlMEHTa B TEYCHUE HECKOIBKUX MECSIIEB WJIU JIa)Ke HENeb.
OpHako HCHOJb30BAHME COBPEMEHHBIX MPOTOKONOB JieueHus naer npu OJIJI odenp xopomuit
pE3yAbTaT: MOXKHO BBUICUUTH OKOJIO 80% mareHToB eTel (HEeKOTOpble MCTOYHUKU MPUBOMAST U OoJiee

BBICOKHE ITU(PHI - Harpumep, 10 85%).
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Hpuiaoxenue I.



