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CHucok coKpalneHuu

a0 TI'CK — TpaHcIiaHTaus ayIOT€HHBIX TEMOMOATUYECKUX CTBOJIOBBIX KJIETOK
AYH — abcomoTHOE 9nCciio HEUTPOPHUIOB

BK — GnactHbli kpu3

BMO — 607611104 MOJIEKYIISIPHBIN OTBET

BI'H — BepxHsis rpaHunia HOpMBI

BO3 — BceMupHas opranuzaius 31paBoOXpaHEHUs
[MMO — riy60okuil MOJEKYASIPHBIA OTBET

I'-KC® — rpanynonuTapHblii KOJTOHHECTUMYIUPYIONTUH (HaKTOp
I'CK — reMonoaTu4ecKue CTBOJIOBBIE KIETKU

JIXA — momoTHUTEIbHBIE XPOMOCOMHBIE adeppanuu
NTK — uHruOutopsl THPO3UHKUHA3

NTK]1 — uHruGuTopsl THPO3UHKUHA3 TIEPBOTO MOKOJIEHUS
NTK2 — uHruOuTopsl TUPO3MHKUHA3 BTOPOTO MOKOJICHUS
N®-0 — untepdepon-anbda

KC® — xonoruectTumynupytouuii Gakrop

KT — xomnbrorepHas Tomorpadust

JIAT" — nerounas aprepuasibHasi TUIIEPTEH3US

JIITHII — nunmonrpoTenHbl HU3KOM INIOTHOCTH

JIBIIH — nunonpoTenHbl BEICOKOUN MIIOTHOCTH

MO — MOneKyasIpHBII OTBET

MuHIO — MUHUMaTbHBIA HIUTOTEHETUYECKUM OTBET
MPHK — marpuunas PHK

MIIO — mManblii IUTOTCHETUYECKUI OTBET

HI'H — amxHAA rpaHuiia HOpMbl



OT-IILP — monumepa3Has 1enmHas peakiys ¢ 00paTHON TPaHCKPHUIIIHEH
[IT"O — moaHEBII reMaToIOrH4eCKUil OTBET

[T11O — nonHBIN HUTOTCHETHYCCKUI OTBET

[P — monumepasHas nenHas peakuus

[TLIP-PB — konnuectBennas [P B peanbHOM BpemeHU

PBJI — pemuccust 6e3 neueHus

CIHMU — crangapTHOE HIUTOTEHETUYECKOE UCCIIEA0BAHUE

CC3 — cepaeuHo-cocyaucThie 3a00IeBaHUS

TKM — TpaHcIUIaHTaMs: KOCTHOTO MO3ra

V3U — ynbTpa3ByKOBOE UCCIIEIOBAHUE

YVP — ypoBeHb yOeIuTeIbHOCTH PEKOMEHAAITN

VI/1 — ypOBEHb OCTOBEPHOCTH JI0KA3aATEIIbCTB

DA — (aza akcenepanuu

XI'Y — XOpOHUYECKN TOHAOTPOIIUH YETOBEKA

XMJI — XpoHUYECKUI MUEIIOUIHBIN JIEMKO3

X® — xpoHuueckas ¢aza

O — uuTOreHeTH4EeCKUil OTBET

YILIO — yacTUYHBIN LIUTOT€HETUYECKUIN OTBET

OKT — snekrpokapauorpadus/saeKTpoKapIuorpaMmma

Ara-C — nurapabun

BCR-ABL — xuMepHbIi T'eH, pe3yIbTaT TPAHCIOKAIMU MeXIY 9 1 22 XpOMOCOMaMH
BCR-ABL — 6en10k ¢ MOBBIIIIEHHOW TUPO3WHKUHA3HOW aKTUBHOCTHIO, TPOAYKT reHa BCR-ABL

EBMT — EBpormeiickoe 0011ecTBO M0 TpaHcIuiaHTanuu koctHoro mo3ra (European Group for Blood

and Marrow Transplantation)
ELN — EBponeiickas opranu3zanus 1o JiedeHuto jeiko3oB (European Leukemia Net)

ESMO - EBporeiickoe o6mecTBo MeaunnHCcKon onkooruu (European Society for Medical Oncology)



FISH — dnyopecuentnas rudbpuauzanus in situ (Fluorescence in situ hybridization)
HLA — rmaBHBINM KOMITTIEKC aHTUTeHOB rucrocoBMectuMoct (Human Leukocyte Antigens)

IS — mexayHapoaHas mIKajga KOJIUYECTBEHHOM OIIEHKH YPOBHSI XUMepHOro tpanckpunrta BCR-ABL
(International Scale)

NCCN — Hammmonanbnast onkonorudeckas cetb CIIIA (National Comprehensive Cancer Network)

NCI CTCAE - mxkana toxkcumyHoctd HarmonansHoro mHctutyta paka CIIA (Kputepuum oOmeit
TEPMHUHOJIOTUU HexenarenbHbix siBieHnii) (National Cancer Institute Common Terminology Criteria
for Adverse Events)

Ph — punanensduiickas xpomocoma

Ph" — knerku, conepsxamue Guaanenbhuiickyro XpoMocoMy

Ph®'P, Ph™ — kieTku, He coaepikaiire GuiaaaeabPUicKyo XpoMOCOMY

RUSSCO — Poccuiickoe o6mecTBo knnHHueckor onkonoruu (Russian society of clinical oncology)

SCORE — mkama OIEHKHM pHCKa (HaTaIbHOTO CEePACYHO-COCYAUCTOTO 3aboneBaHus (Systematic
COronary Risk Evaluation)

** _ JKM3HEHHO HEOOXOAMMBIC U BaKHEUIIIHE JIEKAPCTBECHHBIC TIPemapaThl



TepMuHBI U onIpeaeICHUS

Anamu3 myranuii rena BCR-ABL — onpenenenue Toyeunbix MyTtanuii reHa BCR-ABL mMetronom

CCKBCHHUPOBAHM.

BeikuBaemocTs 0e3 nporpeccupoanusi 0oJiesnn (BBII) — nnTepBan BpeMeHM OT Havalsa JeYeHus
(WM gaTel paHAOMU3alMU B KIMHUYECKUX MCCIEN0BaHMAX) A0 JaThl IPOrPECCUPOBAHUS OOJIE3HU WIN

cMepTHU OOJILHOTO OT JIFOOOW MPUYUHBI.
I'emaToornyeckasi pe3ucTeHTHOCTb — OTCYTCTBUE WM TIOTEPsI FTeMaTOJIOTHYECKOTO OTBETA.

I'emarosiornueckas TOKCHYIHOCTDb — CHMIKXCHHUC YPOBHA I‘GMOI‘J’IO6I/IHa, HCﬁTpOHGHHH

U TPOMOOIIUTOTICHHUS.

I'emaTo/iorHYeCKU OTBET, HUTOICHETUYECCKUI OTBET, MOJICKYJISAPHbIN OTBET — BHUJbl OTBETOB HA
Tepamuio, XapakKTePHU3ylomue OoObEeM OIYXOJEBOTO KJIOHA M OMpEIeiseMble COOTBETCTBCHHO Ha
OCHOBAHUHU PpE3YJBTATOB KIMHUYECKOIO aHajln3a KPOBU, LUTOTCHETUYECKOTO W MOJIEKYJSPHO-

T€HETUYECKOTO UCCIIEIOBAHUH.

I'pynna pucka — XxapakTepuCTHKa, OIICHUBaeMasi TOJIbKO Ha MOMEHT TUAarHOCTHKHU 3a00ieBaHUs, 10
Hayaja Tepanuy Ha OCHOBAaHMHM MPOTHOCTUYECKH 3HAYMMBIX XapaKTEPUCTUK Yy MAIMEHTOB C
xpoHudeckoit pazoit (XD) XMJI.

J_IOHO.J'IHI/ITG.HI)HI)IC XPpOMOCOMHBIE a6eppauml — JOIIOJIHUTCJIIbHBIC aHOMAaJIMKM  KapuoOTuIla,

BBIABJISICMBIC ITPHU CTAHAAPTHOM HUTOTICHCTHYCCKOM HCCIICTOBAHUU.

Nurudourop THPO3MHKMHA3 — TIpernapar, o0nIaalomnuii HHrHONPYIONIEH aKTUBHOCTHIO B OTHOIICHUH

BCR-ABL (Tupo3uHkuHa3bl), IpuMeHseMblil ipu Teparnuu XMJL.

NHrn6urop THPO3MHKHHA3 NMEPBOIr0 MOKOJEHHUsl — Tpernapar MMaTUHUO (MMaTWHUOA Me3uiar),

BIIEPBBIC pa3paOOTaHHBIN JJIA LIeJeHanpaBIeHHON Tepanun XMJI.

NHrn6nropsl TUPO3UHKMHA3 BTOPOI0 M TPEThEro MOKOJEeHUil — rnpenaparbl ¢ 60j1ee akTUBHBIM 110
CPaBHEHUI0O C WMAaTUHHOOM BO3JCHCTBMEM Ha OMYyXOJEBBIM KIJOH, pa3paOOTaHHBIC s

HeseHanpasieHHon Tepanun XMJL.

Hccaenoanue merogom FISH — uccnegoBaHme KOCTHOIO MO3ra WM KIETOK KPOBU METOAOM
¢yopecuentnoit rubpunuzauuu in situ (FISH) ¢ o6paGoTkoil HampaBieHHBIMH MOJEKYJISPHO-

TCHCTHYCCKHUMU 30HAaMU.

Mexaynaponnas mkaJja (International Scale, IS) — mkama craHzapTu3aluu ONpeEaEIEHUs
KoiruecTBeHHOro ypoBHs skcrpeccun BCR-ABL, kotopas wucmonb3yercst Aisi NpeacTaBICHUs

PE3YILTATOB MOJICKYIIAPHO-TCHECTUYICCKOI'O UCCIICAOBAHMA C YUICTOM Q)aKTopa KOHBCPCHHU.

Mo.nelcy.lmpnaﬂ PE3UCTCHTHOCTDb — OTCYTCTBUC UJIU IMOTCPSA MOJICKYJIAPHOI'O OTBETA.



MouiekyasipHo-reneTuueckoe uccienopanue ypoBuss BCR-ABL — u3mepenue skcrpeccuu reHa

BCR-ABL meronom konnuectBeHHo I[P B peasibHOM BpeMeHMU.

HeHBPEHOCI/lMOCTL TEPpAllMU — HAJIWYUC HCEKCIATCIbHBIX SIBIICHUM TCpaliiy, KOTOPLIC OCJIAar0T

HCBO3MOKHBIM €€ IIPOBCACHUC B PCKOMCHIOBAHHOM PCIKUME.

Heynaua tepanum — COBOKYMHOCThH XapakTepucTuk oTBeTa Ha Tepanuio UTK (remaromoruueckoro,
[IUTOI€HETUYECKOTO,  MOJIEKYJIIPHO-T€HETUYECKOI0),  Mpearnojiarampmas, 4ro  JajibHeiIiee
IPOAOKEHUE JICUEHNU UMATUHUOOM HECET OONBIINNA PUCK MPOTPECCUPOBAHUS 3a00JI€BaHUS U CMEPTHU

namuenTa, Hexenu nepexoq Ha UTK Broporo nokomneHus.

O6mas BoiKkMBaeMocTh (OB) — mHTEpBaJ BpeMEHHM OT Haudaja JICUYEHHUs 0 CMEPTH OOJBHOTO OT

000 MPUYUHBI (MJIU OKOHYAHUST KIIMHUYECKOTO MCCIICIOBAHMS ).

OntumMajbHbBIHE  OTBET —  COBOKYIIHOCTh  XapakTepucTHK oTBeTta Ha Tepanuio UTK
(reMaToI0ru4ecKoro, HUTOr€HETUYECKOr0, MOJIEKYIISIPHO-T€HETUYECKOT0), TPU KOTOPOM MPOJIOJIKEHUE

Tepanuy UMaTUHUOOM HEe YBEJIMUYMBAET PUCK MTPOTrPECCUPOBAHUS O0JIE3HU U CMEPTH MAIlMEHTA.

IlepBasi, BTOpas, cijeayromiasi JUHUS TePalluM — OYEPEAHOCTb MPUMEHEHUS TEPaNEeBTUYECKUX

IMOAXO0O0B B ITPOUICCCC JICUCHUS.

Ipexynpexaenne — COBOKYIMHOCTh XapakTepucTuk orBeTa Ha Tepanuto UTK (remaromormueckoro,
UTOTEHETUYECKOTO, MOJIEKYISIPHO-TEHETUUECKOT0), YKa3bIBarolas Ha HEOOXOAUMOCTh TIIATEIbHOTO
MOHUTOPUHIAa W TOTOBHOCTh K CMEHE JICUCHHS C YYeTOM OHOJIOTMUECKUX IMPU3HAKOB Ooiee

arp€CCUBHOIO TCUCHUA 3a00JICBaHUS.
HpI/IBep)KeHHOCTL Tepamum — C06J'IIOI[CHI/I€ TaquCHTOM peKOMeHI[aI_II/Iﬁ crieguaincTra.

CeaextuBHocth JaeiictBuss UTK — HanpaBleHHOCTh O OTHOIIEHUIO K OITYyXOJIEBOMY KIJIOHY,

OTHOCHTEJIFHO HEOOIBIIOE YMCIIO MOOOYHBIX MUIIICHEH HEIICJIICBOI'O BO3HGfICTBH5I.

CranaapTHoe uuToreHerndeckoe ucciaenopanue (CIIM) — nMTOreHeTHYECKOE HCCIICIOBAHUE

KOCTHOTO Mo3ra ¢ nuddepeHnnanbHoi okpackoi u orieHkoi metogom G-banding.

®a3a XPOHMYECKOI0 MHEJI0JIEeHK03a — XapaKTepUCTUKa, onpeaensatomas craguio XMJI u nporsos;

OLICHUBACTCA B I[G6IOT€ 3a6OHeBaHI/IH, npu €ro nNporpeCCUupoOBaHn UJIN UIBMCHCHHU JICUCHU .

Ounaneabpuiickas xpomocoma (Ph-xpomocoma) — anomanbHas XpoMOCOMa, BCTpEUYarOLIAACs y

601pHBIX ¢ XMJI 1 06pa3syroiascs BCIeACTBUE MEPEHOCa YaCTH 9 XpOMOCOMBI Ha 22 XpOMOCOMY.

HI/ITOFeHeTI/I‘IECKaﬂ PE3UCTEHTHOCTDb — OTCYTCTBHUEC HUJIU IIOTCPA HUTOICHETUYCCKOI'O OTBETA.



1. Kparkast ungopmanus

1.1. Onpeneienne 3200/1eBAHUA WIH COCTOSHUSA (TPYILIBI 3200J1¢BAHUN MJIM COCTOSTHUH)

XpOHUYECKUH MUETONAHBIA Jeiko3 (XMJI) — 3To KIOHAJIBHOE OITyXOJIEBOE MHUEIOMPONHdepaTUBHOE
HOBOOOpa3oBaHKE, 00YCIOBICHHOE 3JI0KAY€CTBEHHBIM MEPEPOKICHUEM CTBOJIOBBIX TEMOMOITHYECKHUX
KJIETOK U XapaKTepu3yIollleecs yCWICHHUEM mpoiudepalnu IpaHyJIOLUTAPHOTO POCTKa 0€3 morepu
criocobHOCTH K auddEepeHIMPOBKE, THIEPIUIA3Ued MHUEIOUIHOW TKaHU, MUCIOUIHOW MeTaria3uei
KPOBETBOPHBIX OPraHOB, aCCOIMMPOBAHHOE C XPOMOCOMHOM aHOMaliueil — TpaHciokauuein t(9;22)

(q34;ql1), B pe3ynbrare KOTOpoi 00paszyercst XumepHblid OHKOTeH BCR-ABL.

1.2. DTuHoJorus W _mnaroreHe3 3a00JieBaHMsl WU _COCTOSIHUSI (TpPyNibl 3a00JeBAHUN WU

COCTOSTHUM),

Otuonorust  3a0oneBaHuss He ycTaHoBieHa. OOcyxkmaercss poib pa3luyHbIX (AKTOpPOB —
MOHU3UPYIOIIETO W3ITy4YeHUs, WH(EKIUH, TOKCUHOB, OAHAKO YETKOM B3aMMOCBSI3U MEXKIAy HUMHU H

BO3HUKHOBeHHEM XMJI He BBIABIIEHO.

[Tarorenernaeckn XMJI mpencraBinser coOOW KIOHAIBHBIM MHUETONPOIU(EpaTUBHBIMA ITPOIIECC,
Pa3BUBAIOLIUICSA B peE3yabTare 3JI0KAYeCTBEHHOW TpaHC(HOpPMAIMM B PAaHHUX TEeMOMOITUYECKHUX
CTBOJIOBBIX KJIeTKax. Bo3nukHoBenue Tpancimokauuu t(9;22)(q34;ql1) — Ttak Ha3biBaeMOM
«punanenvuiickoit xpomocombl» (Ph-xpoMoCOMBI) — W COOTBETCTBEHHO XHMMEPHOTO OHKOT€Ha
BCR-ABL nexat B ocHOBe maroreHesa 3abosneBanms. [Ipomykr rema BCR-ABL tipeacTtaBiseT coOoi
TUPO3UHKHHA3Y C aHOMAJIbHO MOBBIIIEHHONW aKTUBHOCTBIO, PETYIMPYIOIIYIO CUTHAJIbI, OTBETCTBEHHbIEC
3a KJIETOYHBIA POCT, aKTUBALUIO, NudPepeHunpoBKy, aaresuto u anonro3 [1]. B 3aBucumoctu ot
JOKaJu3alMi TOYKH pa3pblBa MOTYT BBIABISITBCA CBBIINIE 16 pa3sHbIX BapHaHTOB TPaHCKPHUIITA
BCR-ABL c pa3nuunoit monekynsapHoit maccoit. Haubosee pacripoctpaneHusM (10 95 %) sBnsiercs

Tpanckpunt p210, 6onee peaxkumu sBisitorcs pl190 u p230.

AHoManbHasi TUPO3WHKHHA3HAsA aKTUBHOCTH aHomaibHOro Oenka BCR-ABL ompenensier He TONbKO
HOBBIILIEHHOE PAa3MHOXKEHHE KJIETOK, HO U UX IPEUMYIIECTBA AJI1 POCTA, HE3aBUCUMOIO OT CUTHAJIOB,
OJIOKMpPOBAHME aloNTO3a Kak MeEXaHW3Ma KJIETOYHOIO CaMOYHHUYTOXEHHS, B pe3ylbTare Yero
OIYXOJIEBO€ KPOBETBOPEHUE MOJYYAET MPEUMYILECTBO MEPEA HOPMAIBHBIM U IOCTEIIEHHO BBITECHSET
ero. [lo Mepe HapacTaHusi oObeMa OITyXOJIEBOM MacChl MPOSBIACTCS KIMHUYECKas CUMIITOMATHKA,
CBsI3aHHAsl C TUIEPIUIa3HMel MUENIOUIHON TKaHU; B JaJbHEHILIEM MO MEpEe pa3BUTHUS T'€HETHUUYECKOU
HECTAOWJILHOCTH MOSBISIOTCS HOBBIE CYOKJIOHBI, pa3BUBAETCA MPOrpecCHpOBaHUE 3a00JEBaHUS /10

¢azb1 6macTHOM Tpanchopmanmu — BK XMJL.

1.3. Dnuaemuosiorusi 3a00J1¢BAHUS WIH COCTOAHUS (CPYILILI 32001¢BAHUN WIN COCTOSIHUI)

XpoHunueckuit MuenouHbIi seriko3 (XMJI) — penkoe 3a0oneBanue. [1o gaHHBIM MOMYISIIHOHHOTO
uccinenoBanus B 6 pernonax Poccuiickoii @enepanuu, HOpPMUPOBAaHHAsL HA CTAHIAPTHYIO MOMYJISILUIO
BO3 3aboneBaemocts cocrasisier 0,7 ma 100 000 B3pocnoro Hacenenus [2]. Menuana Bo3pacTa y
B3pOCIHBIX ManueHToB coctarmsieT 50 et (ot 18 mo 82), muk 3a0071€BaeMOCTH MPUXOAUTCS Ha BO3PACT

50-59 nert, ogHaKo 3HAUUTENLHOW SIBJIAETCS JOJS MOJIOABIX MAlMEHTOB B Bo3pacte 10 40 yer — 1o



33%. 3aboneBanue MOXKET OBITH BBISBIIEHO B JTF0OOM Bo3pacte. B 2016 1. Bo Beepoccuiickom peructpe
OOJIBHBIX XPOHUYECKUM MUEJIOJIEHKO30M cofepkanachk nHdopmanus o 7609 nauuentax ¢ XMJI, npu
3TOM 3a00JieBaHUE OBLJIO TUArHOCTUPOBAHO B XpoHuYeckoit daze y 6560 (93,8%) mauueHTos, B Qasze
akcenepanun y 380 (5,5%) 6onpHBIX U B (pase OmactHOTO Kpu3a — B 47 (0,7%) ciydaes [3].

1.4. Oco0eHHOCTH KOMUPOBAHUS 3200JIeBAHMSA MJIHM COCTOAHUS (TPyNnbl 3200J1¢BAHWNA WIH

COCTOAHMI)_ 110 MeKAYHAPOXHOM CTATUCTHYCCKON Kaaccupukanuu 0Oogae3Heil M mpodiem,

CBSI3AHHBIX CO 3/I0POBbEM

C92.1 — xponuyeckuit muenouaHsbii neiiko3 [CML], BCR/ABL-monoxuTenbHbIi

o Ounanennduiickas xpomocoma (Ph-) monoxurensuas
« 1(9;22)(q34;q11)
e C OJacCTHBIM KPU30M.

1.5. Kinaccudukanus 3a00,1eBAHNAA WIH COCTOSHUSA (TPYILIbI 32001€BAHUN MM COCTOSTHUI)

Ilo ¢pazam 3a60ne6anusn

B Teuenun XMJI BBIICJIAIOT 3 (1)21351, OTpaXaromuce CTCIICHb IIPOIPCCCUPOBAHUNA 3a00JICBaHUS.

3a0osieBaHre MOXKET OBITH TUArHOCTHUPOBAHO HA JIIOOOM dTare.

o Xponnueckasa ¢aza (XD) sBisercs HayanpbHou craguen XMJI wum  amarHoctupyercs
y OonbmuHCTBA (10 94 %) BIiepBhIC BBIABICHHBIX ManueHToB [1,4]. Jlnarno3 X® ycraHaBIuBarOT
npu orcyTcTBuM npuzHakoB @A u bBK.

o a3za akcesepaunu (PA) onpenensiercs y 3—5 % nepBuuHbiX nanueHToB ¢ XMJI u siBisercs
Oosiee MPOABUHYTHIM IO CpaBHEHHIO ¢ X@ 3TarnoM pa3BUTUS NATOJIOIMYECKOrO Ipolecca IMpu
XMJI. DA MoXKeT TakxKe pa3BUTHCS MPHU MPOTPECCUPOBAHUU 3a00JICBAHUS.

o baacrubiii kpu3 (BK) sBnsercs manbonee arpeccuBHou craameit XMJI. Jlebror 6one3nu ¢ bBK
ABJIIETCSI HEOJIArONPUATHBIM IPOTHOCTUYECKUM MTPU3HAKOM U HaoOmonaercs y 1-2 % nanueHToB ¢
XMJI. Meauana npogokuteabHocT xu3Hu ipu bBK XMJI cocrtasisier 612 mecsues [ 1,4].

Onenka ¢a3bl BhINONHSETCS B Je0ioTe 3abosieBaHus, MPHU MPOTPECCUPOBAHUM 3a00JeBaHUS U TpU
u3MeHeHuu Tepanuu. JuddepenunanbHo-auarnoctuyeckue kpurepuu paz XMJI npusenens! B Ta0iI.
1.

Taéauua 1. ®azer XMJI no knaccudpukammu ELN

®asa XMJ1 Knaccudumkaumusa ELN
XpoHuyeckas OTtcyTtcTBue npusHakos OA vnn BK
Akcenepaunmn**

e 15-29 % 6nacTHbIX KNETOK B nepudepmnyeckon KpoBu U/ mMnm KOCTHOM MO3re;

e cyMmMa 6nactoB 1 npommenoumtoB =30 % (npu 3ToM 6nactoB <30 %);

e KonmyecTtBo 6azodunioB B Kposn =20 %;

e nepcucTupytolas TpoméoumTonerns <100 x 109/n, He cBSA3aHHas C Tepanwueii;

e HekoTopble AXA* B Ph+ kneTkax, pa3BuBLUMECS NpU Tepanum




BnacTHbIin Kpus** o o
e Hanuuune B Nepundepnyeckoit KpoBu MM B KOCTHOM Mo3re =30 % 6s1acTHbIX KJIETOK

e [MOsABJIEHMNE SKCTPpaMenYyNNAPHbIX VIHCbVIJ'IpraTOB 6nacTHbIX KNEeToK

*yacTo BCTpevatowmecs aHoManum («major route») — TpucomMms no xpomocomam 8, 19;

yABoeHwue Ph-xpomocombl +der(22)t(9;22)(q34;q11); nsoxpomocoma 17 iso(17) (|(17)(q10) [MporHocTnyeckn HebnaronpusTHbIMU
SABNAIOTCA Takxke —7/del7q n nepecTtporkm 3 XxpoMocoMmbl (q26.2), a Takxke OTCyTCTBME Y-XPOMOCOMbI Y, KOMMAeKCHble abeppauuu,
Bkntovatowme 2 XA n 6onee [5]

**OA nnu BK yctaHaBnusatT Npu Hannumm xots 66l 04HOMO KpUTepus

Ilo cpynne pucka ona X® XMJI

prlma pUCKa XMJI pacCUUTBIBACTCS Ha OCHOBAHHMU IIPOTHOCTUYCCKHU 3HAYHUMBIX KIMHUKO-
IEeMaTOJIOIrMYCCKUX XAPAKTCPHUCTHK M OLOCHHMBACTCA Yy ITAMCHTOB C X® Ha MOMEHT JNarsoCTHuKHu

3360H€B8HI/IH, J0 Ha4aJia TCpalinun,

I'pynna pucka no J.E. Sokal (mporao3upyer BeposiTHOCTH 00111ei BBIZKUBAeMOCTH) [6]

e HW3KUU PUCK;
e IIPOMEKYTOUHBIN PUCK;

e BBICOKHI PHCK.

I'pynna pucka EUTOS (nporrno3upyer BeposiTHOCTh qocTH:KeHus IO k 18 mecsimam Tepanun)
[7.8]

e HW3KUU PUCK;

e BBICOKHI PHCK.

I'pynna pucka ELTS (mporHo3upyer BeposATHOCTb 001Ieli BHIdKMBA€MOCTH, BHI)KMBAEMOCTH 0e3

NMPOrpecCHpOBaAHMS U BEPOATHOCTH JOCTHKEHUS ITIy0OOKOI0 MOJIEKYJISIPHOTO 0TBeTa) [9]

e HW3KUU PHUCK,
e IPOMEKYTOYHBIN PUCK,

e BBICOKHI PHCK.

COBOKYIMHOCTh KPHUTEPHEB, XapaKTEPU3YIOMUX rpymmbl pucka mo cucremam J.E. Sokal, EUTOS u
ELTS npencrasnena B Tabm. 2

Tab6amuua 2. Onpenenenue rpynn pucka XMJI no J.E. Sokal, EUTOS u ELTS

MpusHak Kputepum J.E. Sokal Kputepun EUTOS Kputepum ELTS

Bo3spacT, rogbl 0,0116 x (Bo3pacT — 43,4) 0,0025 x (Bo3pact/10)3

CeneseHka 0,0345 x (pa3Mep ceneseHkw, 4 x (pa3Mep ceneseHkKn, CMm 0,0615 X (pasmep

(cm u3-noa pebepHown ayrun) CM u3-nop pebepHon ayrm - n3-noa pebepHon ayru) CceneseHKu, CcM n3-nog
7,51) pebepHolt ayrun)

Tpom6oumnTbl (x 10%/n) 0,188 x [((uncno TpomMbounToB 0,4104 X (uncno
x 109/n) /700)? - 0,563] TpOMGOLl,VITOB X 10°/n)

/1000702
Bnactbl 0,0887 x (% 6nactoB - 2,10) 0,1052 x (% 6nacToB)
(kocTHOro mosra)




203nHODUNbI (nepud.
KpOBb)

Basodwunbl
(nepud. KpoBb)

7 X 6azodunbl

NHaekc OTHOCUTEJIbHOIO SKCMOHEHTa CyMMbi! CymmMa CyMMa2

pucka

Fpynnbl pyucka

Hwun3kas <0,8 <87 <1,5680
MpomexyTouHas 0,8-1,2 - >1,5680, HO <2,2185
Bbicokasi >1,2 >87 >2,218

* ABTOMAaTHYECKHI TOACYET NMOCTymeH Ha cairtax: http://bloodref.com/myeloid/cml/sokal-hasford u

http://www.leukemia-net.org/content/leukemias/cml/elts score/index eng.html

12,72 8 crenenn (0,0116 x (BospacT — 43.4) + 0,0345 x (pa3Mep cene3eHKH, CM H3-TI0X pebepHOil IyTH
—7,51) + 0,188 x [((uncio TPOMOOITUTOB X 10°/1)/700)*—0,563] + 0,0887 x (% Gmactos — 2,10))

20,0025 x (Bospact/10)® + 0,0615 x (pasmep cene3eHKH, cM H3-mox pedepHoit ayru) + 0,1052 x
(% 6mactoB) + 0,4104 x (amcno TpombouuTos x 10°/1)/1000702

1.6. Kinnuyeckasi KapTuHA 3200JieBAHUS WJIW COCTOSIHUSL (CPyIIbl 3200JIeBAHUN WM

COCTOSTHUM),

Knunnueckass xapruna mnpu XMJI B OONBIIMHCTBE CIIy4aeB MOXET XapaKTepU30BaThCS
OECCUMITOMHBIM TEUYEHHEM; HadalbHBIA TMepuoj OO0Ne3HH y OONBIIMHCTBA MAIMEHTOB MOXKET
npoTeKarh B TeueHue psaa jet. Hepenko npusHaku 3a00eBaHUS HA MOMEHT YCTaHOBIICHUS TMArHO3a
MPEICTaBICHbl TOJILKO M3MEHEHUsSIMU B OOIIEM aHaiu3€ KPOBH (CaMbIMU YaCThIMU M3 KOTOPBIX
SBIIAIOTCS  JICMKOIIMTO3, MUEJIOLUUTAPHBIM CIBHUI, 0a30(PMIbHO-703UHOPUIbHAS —aCCOLMALMS) U
CIUICHOMETJIMEH, KOTOPhIE MOTYT OOHApPY>KUBAThCA MPH MPOBEACHUH MPOPHIAKTHIECKOTO OCMOTpa

WM 0OpallleHnH K Bpady 1O MOBOY JPYroi natojoruu [4].



2. Jlmarnocruka

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001e8aHUS U CBA3AHHLIX C HUM COCMOAHUU
UMerm 02paHudeHHyo doxkazamenvHyto 6a3y (6 coomeemcmaeuu ¢ wxaramu oyenxu Y/[/I u YYP) no
npuyuHe OMCYMcmeuss NOCEAUWEeHHbIX UM KIUHU4YecKux ucciedosanutl. Heesupas na smo, oHU
AGNAIOMCS HEOOXOOUMBIMU INIeMEHMAaMU 00C1e008aHUs nayueHma 0 YCMAHO8IeHUs OUAeHO3Ad U
8b100pa MaKMuKu JieueHus, maxK Kak oonee 3¢gexmusnvie u 0oKazanHvle Memoobl 8 HACMOosujee

8pemMsl He pa3padbomanvl.

Huaenoz XMJI mooicem 6vimv 0OKOHUAMENbHO YCMAHOBIEH MONbKO NPU BbIA8IeHUU CReYUDUYecKoll OJis
0anHo2o 3aboneeanusi 2enemuyeckol anomanuu: xumepnoco 2ena BCR-ABL, eosnukaiowe2o 6

pe3ynibmame mpanciokayuu 9 u 22 xpomocom.

2.1. ’Kano0bLI 1 aHAMHE3

o PexoMeHayeTcsi BceM MaIMeHTaM C IOIO3PCHHEM WM ¢ ycTaHOBJIeHHBIM XMJI mpoBoauTh cOop

aHaMHe3a KU3HM | Kajno0 s Bepudukauu auarnosa [10]
YpoBeHb yoeauteabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH JI0KA3aTeJIbCTB — 5).
Kommenmapuii: npu coope scanob u anamueza HeobXooumo oyeHums.

1. Cunopom onyxonesoii unmoxcuxayuu (c1abocmo, CHUdMCEHUe annemuma, Nomeps MAccvl mend,
nomausocmn, cyogebpunvuas memnepamypa,).

2. Cunopom onyxonesoti npoaugepayuu (6016 U Yy8CmMEo maxcecmu 8 noopedepviIx npu 2enamo- u
cnjleHoMe2anulL).

3. Anemuueckuii cunopom (0dbwas ciabocmov, 00bLUUKA, CHUNCEHUE MOLEPAHMHOCMU K (U3UYeCcKoll

HazpysKe, O1e0HOCHb KOMCU U CAUZUCTIbIX, MAXUKAPOUSL).

. Tpombomuueckue ocnodxcuenus npu 2unepmpomooyumose.

. l'emoppazuueckuti cunopom, 00ycroenenHslil mpomoOOYUmMoneHuel.

. Hesponozuueckyro cumnmomamuxy, é ocobennocmu npu oebrome b6onesnu ¢ @A unu bK.

. Conymcmsyrowue 3a601e8anusl.

. Conymcmesyrowyto mepanuio.

O 0 3 &N U K~

. Hanuuue cubnuneos (01 oyenku sozmodxcnocmeti no evinonauenuio ainoll CK).

Obwee cocmosnue nayuenma 00INCHO OYEHUBAMBCS NO OOHOL U3 CREYUATUSUPOBAHHBIX WIKAT OYEHKU
— BO3/ECOG unu Kapnosckozo (cm. npunodicenus I'l u I'2 0annwvix pexomenoayutl).

Knunuueckass cumnmomamuxa npu XMJI ne sensiemcs cneyuguueckoil, NosGIeHUE VKA3AHHBIX
CUHOPOMO8 Haubonee XapakmepHo 051 npoosunymulx ¢haz 3abonesanusi (PA u bK). V bonvuuncmea
nayuenmos 6 X@ 2canodvl u KIUHUYECKAS. CUMIMOMAMUKA OMCYMCmMEYiom Jaubo AeIs0omcs
Hecneyuguueckumu, U NPU3HAKU 3a001e6aHUs. HA MOMEHM YCMAHOGIEHUsT OUAcHO3d Mo2ym Obimb
npeocmasiieHvl Iulb USMEHEeHUAMU 8 00ujeM aumaniuse Kpogu (1etiKoyumos, MUueioyumapHblil co8ue,
0azopunvHo-303uHOPUIbHAA  accoyuayusi) npu NPoBedeHulU NPOPUIAKMULECKO20 OCMOmpa Uil

obpawienuu K epady no nogody opyzou namonozuu. C yyemom moeo, 4mo leKapcmeeHHas mepanus



npu XMJI wuasnauaemcs Ha OnumenvHvlli CPOK, NpU ee GblOOpe YYumvl8aemcs CHeKmp

conymcm@yiou;eﬁ namojiocuu, a makKaHce 603MOHCHOCNTb MENHCIIEKAPCIMBEHHbLX 83AUMOOeCMBUII.

2.2. PusukajJbHOE 00CIe10BAHNE

o PexoMeHnayercst BceM nanueHTam ¢ noxo3penremM Ha XMJI wim ycraHoBiIeHHBIM Auarao3oM XMJI

JUTsL BepUPUKAIIMK AUarHo3a npu Gu3nKaibHOM 00ciea0BaHuu poBoAuTh [10]:

1. OcMOTp KOKU U BUJUMBIX CIU3UCTBIX 000I0YEK.
2. [Manpnanuio nepudepruyeckux IMMEGOy3IoB.
3. Onpenenenue pa3MepoB MEUYEHH U CEIe3€HKH (NMEPKyTOPHO M MAJIbIATOPHO, B CAHTUMETpPAX

U3-TI07] Kpast peOepHOl 1yTH).

YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTEJNbCTB — 5).

2.3. JlabopaTopHble THATHOCTUYECKNE MCCIeTOBAHUSA

o Pexomenayercst BceM manueHTtaMm Tpu ycrtaHoBieHMHM XMJI mpoBoauTh oOMM (KIMHHYECKUN)
aHallu3 KpOBU (pa3BEepHYTHIM) C MOACYETOM JIEHKOUUTAPHON (OPMYNBI U ONpPECIIEHUEM YPOBHS

TpOMOOIUTOB ISl Bepudukauuu quarsosa [10,11].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 5).

e Pexomenayercst BceM nauueHTaMm npu ycraHoBieHun XMJI mpoBoauTh OMOXMMHYECKUN aHAIIN3
KPOBH oO1IeTepaneBTHYCCKUMN: oOmmmiA OMnMpyOuH, acrapTaTaMUHOTpaHcdepasa,
alaHMHAMHUHOTpaHc(depasa, JaKTaTACTHAPOTeHa3a, ModYeBas KHCIOTa, MOUYEBHMHA, KpPEaTUHUH,
oOuuii 6enok, anbOyMuH, 1enouHas gocdarasza, MEKTPONUTHI (Kaiauil, HaTpui, Kaneuui, Gocdop,
MarHui), aMmmiiasza, julasa, TJI0K03a, OOIUH XOJECTEPHH, JUIMOMPOTEHHBI BBICOKOM M HU3KOU
MJIOTHOCTU ISl OLEHKH (YHKIMM OPraHOB M CHCTEM Ha MOMEHT YCTaHOBJICHHS JIuarfHosa u

JaTbHEHIIIET0 KOHTPOJISI BO3MOXKHOM OMoXuMu4eckoi TokcnaHocT Tepanuu UTK [10].
YpoBeHb yoeauTeabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — S).

o PexoMenayercsi BceM manueHTaMm MnOpu  ycraHoBiieHMM XMJI mnpoBOAUTE IUTOJIOIMYECKOE
HCCJIeIOBAaHUE Ma3Ka KOCTHOTO Mo3ra (IOJICYET MHUEIOrpaMMbl) Ui ONPEICICHUs CTaIuu

3abonesanus [1,10,11].
Yposenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

o Pexomenayercs BceM manueHTam npu ycraHoBiaeHun XMJI, a Takke nOpu MOHUTOPUHIE
¢ dexTuBHOCTH Tepanuu uHruoutopamu tupo3uHkuHa3 (MTK) nmpoBoguTh unMTOreHETHYECKOE
uccienoBanue (kapuotun) koctHoro mosra (CLUIN) ans moaTBep:kaeHUsT HATUYMS TPAHCIOKAIUU
t(9;22)(q34;q11)  (Ph-xpomocomsr). Ilpu  weundopmaruBHoctn CIU  (HeT  MUTO30B,
HEY/IOBJIETBOPUTEIBHOE  KAauyeCTBO Marepuasna) II0Ka3aHO  MOJIEKYJISIPHO-LIMTOI€HETUYECKOE

uccnenoanue (FISH-metogom) mist BeisiBnenust xumepnoro rena BCR-ABL [1,12,13].

YpoBenb yoeauTeabHOCTH pekoMeHaauunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJbCTB — 4).



e Pexomenayercs BceM manueHTam npu ycranoBieHun XMJI misg Bepudukanuu 1uartosa, a Takxe
pyu MOHUTOpUHTE A(P(EKTUBHOCTH Tepanuu uHruouropamu tupo3uHkuHas (MTK) mpoBonuthb
onpeaenenue sxcnpeccut MPHK BCR-ABL p210 (konuuectBennoe) merogom [1IP-PB. B ciayuae
Heonpenenenus: skcnpeccun BCR-ABL  p210 wmerogom IIIP-PB  cremyeT  BBINIOTHUTH
Ka4eCTBEHHOE oOIlpeesieHue arunuuHbix TUNoB TpaHnckpuntoB BCR-ABL p230 u p190. Ilocne

YTOYHEHUSI THUIMA TPAHCKPUNTA HEOOXOAMMO BBIMOJIHUTH €ro KOJUYECTBEHHOE OIpeeIeHUue
metoaom IIIP-PB [13—-17].

YpoBeHb yOeAUTEJIbHOCTH pekoMeHAanui — B (YpoBeHb 10CTOBEPHOCTH A0KA3aTENbCTB — 3).

» Pexomenayercsi mpoBeieHHE MaleHTaM B ¢ase akcenepanuyd uiu OmactHoMm kpusze XMIJI mms
OMpeIeTICHUs ONTUMAJbHON TAaKTUKU TEpPalUM JOMOJHUTEIbHBIX HCCIEAOBAaHUN MO TMOKa3aHUSAM
[1,10,11]:

1. Onpenenenne HLA-aHTUTEHOB TpU HAIWMYUU CHONMHTOB JMOO MOJEKYISIPHO-TEHETHYECKOE
uccienoanne  rucrocopmectumoctu  (HLA)  Bbicokoro  paspemieHuss 0pu  TOMOIIU
CEeKBEHUPOBaHUA [UII MOA0Opa HEPOACTBEHHOTO JIOHOPAa KOCTHOTO MO3ra MpU OTCYTCTBHH
CUOITUHTOB.

2. [luToxuMHUYECKOE HCCIIeI0OBaHNE MUKpOIperapara KOCTHOIO MO3Ta: MUEJIONEepPOKCHIa3a, JIUIUIb,
PAS-peakuus, anba-nadrunscrepasza npu omnacroze 6omuee 30 %.

3. UMMyHO(pEHOTUTMPOBAHUE TEMOMOITUYECKUX KIETOK-TPEANICCTBEHHHUI] B KOCTHOM MO3Te Npu
6mactoze 6onee 30 %.

4. [1aTonoroaHaTOMU4YECKOE HCCIIeIOBAaHUE OUOTICHIHOTO (OMepalroHHOr0) MaTepuana KOCTHOTO

Mo3ra (TpernaHoOHOoIICHs) C ONPEeAeIIEHUEM KIIETOYHOCTH U CTeneHr pudpo3a mpu LIUTONECHUH.
YpoBennb yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuu: npu @A u BK XMJI, y nayuenmos ¢ HebO1a2ONpusmuulMu axkmopamu npocHo3a
HeoOX00UMO be30miazamenbHo peulams onpoc o noucke HLA-coemecmumoco 0oHopa u vinonnerHuu
anoTI'CK. [umoxumuueckoe u umMmyHO@eHOmMunuueckoe ucciedo8anus OIACMHbIX KIemoK npu
onacmuom kpuze XMJI mpebdbyromces 05 onpedeneHus TUHEUHOlU HanpasieHHoCmu OJlACMHbIX K1emOoK
U 8vlbOpa ONMUMANILHOU CXeMbl XuMuomepanesmuueckoco 6osdeticmaus. 1ucmonocuueckoe
uccne008anue KOCMHO20 MO0324 He0OX00UMO OJisi OnpeoeleHus NPUYUHbL PA38Umus Yumonesuu u

6‘bl60pd ONMUMANILHOU MAKMUKU ee KoppeKyuu.

2.4. UncTpyMeHTAIbHAS TUATHOCTHKA

o Pexomenayercsas npoBOAUTH BCeM MNauueHTaM npu noxo3peHun Ha XMIJI ynwsrpasBykoBoe
uccnenoBanue (Y3M) ceme3eHKH ¢ IENBIO OMpEIEICHUS €€ pa3MepoB ISl OIECHKH oObema

OIYXOJIEBOM MaccChl U cTaaupoBanus npouecca [10].
YpoBennb yoeaureabHOCTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 5).

2.5. Uuag NHArHOCTHKA




o PexoMeHayIOTCS KOHCYJIbTAIlMU CIEIUATNCTOB IO TOKa3aHUSIM (Bpada-KapJuojora, Bpaya-
SHJIOKPUHOJIOTA, Bpaya-ruHeKosiora u Jp.), s auddepeHnmanbHOl TUarHOCTUKU 3a00IeBaHus U

npu JiedueHnu nauueHtoB ¢ XMJI s BeiOopa pexuma tepanuu [10].
YpoBennb yoenureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuii: ocoboe enumanue cnedyem yoenums oyeHKe Kapouo8acKyIAPHLIX PUCKOS.



3. JIleuenne

Oobugue npunyunsl 1eueHus

Iens coBpemenHoit Tepanuu XMJI — MakcumanbHOE MogaBieHue Ph-TomoXuTembHOTO OMyX0I€BOTO
KJIOHA, TIPEIYTNPEKACHUE PA3BUTUS PE3UCTEHTHOCTH U 00ECTICUeHNE ITUTEIBHON BRDKUBAEMOCTH TPU
XOpollIeM KayecTBe KM3HH. OCHOBHBIM CPEACTBOM TEpAllMM M CTAHAAPTOM JIEUECHHsI B HACTOSAIIEE
BpeMs SBISIETCSl NpuMeHeHue HMHruoutopoB Tupo3uHkuHaszbl (UTK). JlanHble mpemaparbl UMEIOT
MEXaHW3M TapreTHoro (IeneHampaBieHHOro) BosaecTBus Ha BCR-ABL-monoxurensHbie
OITyXOJIEBbIE KJIIETKU U JIOJKHBI Ha3HAUaThCsl BCEM IMALIMEHTAM I10CIIE ITOATBEPKACHUA quarnosa XMJIL.
Mexanuszm pneiictBus UTK oOycnosnen Onokanoit AT®-cBsi3biBaromiero kapmana mosekyisl BCR-
ABL, uyto numaet 6enoxk BCR-ABL THpo3WHKMHA3HOW aKTUBHOCTH, JAIOIICH OMyXOJIEBBIM KIIETKAM

nposirdepaTuBHOE MPEUMYIIECTBO.

CoOironieHrie MPUHIMIIA HEMPEPHIBHOTO U MOCTOSTHHOTO BO3JIEHCTBUS HA OIMYXOJIEBBIN KJIOH SIBIISCTCS
ocHoBOM A dexruBHOCTH JeueHus. [lepepriBel B mpueme MTK MoryT crmocoOCTBOBaTh CHMKCHHIO
3(h(HEKTUBHOCTH TEpamnvy W MPOTPECCUPOBAHUIO 3a00JeBaHUs. PerynspHbIi KOHTPOJIb pPE3y/IbTaTOB
TE€panvy C MOMOIIbIO HUTOTEHETUYECKUX U MOJIEKYJISIPHO-TEHETUYECKUX METOAOB, CBOECBPEMEHHAs
OIICHKA OTBETA U TMEPEKIIOUCHHUE Ha CICAYIOUIYIO JIMHUIO TEPANUU SIBJISIOTCS OCHOBOIOJIAralIIMMU
JUISL  TIPEAYNPEXKICHUST Pa3BUTUSL pe3ucTeHTHOocTH npu XMJL.  AsoreHHass TpaHCIUIAHTALMUS
reMonod3Tu4eckux cTBONIOBBIX KJIeToK (amoTI'CK) paccmarpuBaercs st marueHToB XMJI XD ¢

Heynadeit tepanuu 1 unm nocneyromux auanit UTK, a taxke B nponBuHyThIX (hazax XMJI.

Teparns UTK nokazana B HENPEPBIBHOM PEXUME — €XKEAHEBHO, JJIMTENIBHO, ITOCTOSIHHO. HavanbHas
71032 UX HE 3aBUCUT OT IIOJIa, MAacChl Tena, pocTa, pacel nauueHrta. lIpwem mnpemnapaTtoB MOXKHO
HAuYMHATH MpHU JII0O0M uncie nedkonuToB. BosamoxkHocts orMenbl UTK y manueHToB co cTaOMIbHBIM
rryookum MO omnucana B pazaene 6.

CHmxeHue 103bl U TEPEPHIBbl JOMYCTUMBI TOJBKO MPH PA3BUTUU HHTEPMUTTUPYIOIIUX SBJICHUN
TOKCUYHOCTU 3—4 CTENEeHW M TOCTOSHHOM HETreMaTOJOTHYECKOM TOKCHYHOCTH 2 cremneHu. [lpu
nocTtostHHOM BozzecTBun MTK mpoucxoadr penyKiusi OIyXOJIEBOTO KJIOHa M BOCCTAaHOBJIECHHUE
HOPMAaJIbHOTO TeMOII033a, CHUYKAETCS PUCK MTPOTPECCUU 3a00IeBaHus, YBEIMUUBAETCS BBDKMBAEMOCTh
nanueHToB. Joctmwkenne momHoro muroreHeTndeckoro oreeta (I111O) m GombIIoro MonEKyIsIpHOTO
orBeta (BMO) — »3TO mporHOCTUYECKHWE TPU3HAKKA JUIMTEIbHONM  BBDKMBAaeMOCTH  0e3

IIPOrPECCUPOBAHUS [IPU YCIOBUU IIOCTOSHHOM Tepanuu.

Kpurepun omnpeneneHus reMaroiOrMYecKOr0 LUTOIC€HETHYECKOTO, MOJIEKYJISPHOTO OTBETOB P

teparnu UTK y manmentoB ¢ XMJI mpencrasnens! B Tab. 3.

Taﬁﬂnua 3. KpI/ITepI/II/I A1 TEMATOJOTIrM4YCCKOTO, TUTOICHCTHYCCKOTO M MOJICKYJIIPHOIO OTBETOB
[1,10,11].

Bua orBeTa OnpepenexHue

FemaTonornyeckmm
(KIMHMKO-reMaToJIOrMYECKUN)

Monuein (MFO) NenkounTtbl MeHee 10 x 10°/n



Basodunbl meHee 5 %

B remorpamMme HeT MMENounTOB, MPOMMUENTIOLMTOB, MMenobnacToB
TpombouuTtbl MeHee 450 X 10%/n

CeneseHka He nanbnupyeTcs

LiuToreHeTtnueckminl

MonHbi (MLO) Ph-xpomocoma B MeTadasax He onpeaensierca (Ph™ 0 %)
YacTnuHbiin (YL0)2 Ph-xpomocoma B 1-35 % MeTadas (Ph* 1-35 %)

Manbiii (MLO) Ph-xpomocoma B 36-65 % MeTadas (Ph* 36-65 %)
MuHumansHbin (MuHLO) Ph-xpomocoma B 66-95 % MeTadas (Ph* 66-95 %)
OTtcyTctBue (Het LIO) Ph-xpomMocoma B 6onee 95 % metadas (Ph* >95 %)

MonekynapHbiin3

BMO (MO3,0) CooTHoweHune BCR-ABL/ABL <0,1 % n >0,01 % no mexayHapoaHon wkane (IS)
Fny6okun MO MO 4,0 CooTHoweHne BCR-ABL/ABL<0,01 n >0,0032 % no MexayHapoaHOW Likane
(IS) nnn HeonpepensieMblt ypoBeHb BCR-ABL npu konuyectese ABL 21000
MO 4,5 CooTHoweHne BCR-ABL/ABL<0,0032 % wn >0,001% no MexayHapoAHOM
mggn(;ao(gIS) Wnu Heonpeaensembl yposeHb BCR-ABL npu konuyectse ABL
>
MO 5,0 CooTHoweHne BCR-ABL/ABL<0,001 % no mexayHapoaHon wkane (IS) wnnu

HeonpeaensiemMbln ypoBeHb BCR-ABL npu konnyectee ABL =10 000

'B ciyyae ecniu CIM HemHdopmaTtuBHO, onpeaesneHrne MOJHOTO ITUTOTEHETHYECKOTO OTBETa MOMKET
ObITh OCHOBaHO Ha pesyapTarax FISH (ananu3 ne menee 200 saep) mpu 3TOM KOJUYECTBO KIIETOK,

HECYILIMX XUMEPHBIN I'€H, HE JOJDKHO IpeBbimarh 1 %

2I‘IaCTI/I‘—IHI>II71 IMTOTCHETUYECKUN OTBET M MOJHBLIA IIMTOTCHETUYECCKUH OTBET BXOIOAT B IIOHSATHC

6onbmIoi ruTorenernyeckuii orser (BLIO — Ph™ 0-35 %)

3[17 OLGHKH Pe3y/IbTaTOB MOJEKY/ISPHO-TEHETHUECKOTO MCCIEOBAHNS 110 MEXIyHAPOIHOM IIKAJe
(IS) meoOxoauM mepecueT MOJIYYEHHBIX NAHHBIX C MpuMeHeHHeM (akTtopa koHBepcuu. C I1ENbIo
UCKJIIOYEHUS] BHYTpHIIabopaTopHOil BapuabenbHOCTH n3MeHeHue ypoBHs BCR-ABL menee yem nHa 1

lg (B 10 pa3 oT mpeapiaymiero 3Ha4eHUs) HyKIaeTCs B IOATBEPKICHUN TP IIOBTOPHOM aHAJIN3E

3.1. JlekapcTBeHHOE JIeYeHH e

3.1.1. Ilpenaparsl ajas Tepanun XMJI v peskuM 103UPOBAHUSA

B Poccuiickoit @enepauun miisa neuenns XMJI B Hactosmee Bpems 3apeructpupoBansl UTK nepsoro
nokonenust (UTK1) umatunn6™** u UTK2 Hunorunu®**, nazatunu®c**, 0o3ytuHuo. IlepBbie Tpu
npenapara NpuMEHSIOT Kak B 1, Tak ¥ BO BTOPOM U MOCHIEIYIONINX JUHUSAX JIEUeHHs], 003yTHHUO — BO 2
JUHUM JICUCHUS W TOcle Heyaauu naByxX JuHuid Tepamuu. Beidbop UTK Beimonnsercs ¢ yuetom

COMYTCTBYIOIIEH NMATOJOTUH, MYTAIIMOHHOTO cTaryca, a3zl XMIJL.

3.1.2. llepBas aunus Tepanun UTK nanuentoB ¢ XMJI

o Pexomenayercsi Bcem mnanueHtam B XD, DA wucnoigp3oBaHuE HMMaTUHMOA™* kak mpenapara |

auHun s tepanun XMJI B pexxume mMoHoTepanuu U BceM mnanveHtaM B BK kak mpemapara 1



JUHUMN B PCKUME MOHOTCpAIlMM W B KOM6HH3HHH C JApyruMru XHUMHUOTCPAIICBTUYCCKUMHA

npenaparamu [ 18-24].
YpoBeHb yOeaUuTEeIHLHOCTH peKoMeHaaluii — A (ypoBeHb JOCTOBEPHOCTH JI0Ka3aTeIbCTB — 1).

Kommenmapuu: umamunu6™* — UTK nepeozco nokonenus c cenexmuenocmvto 6 omuouienuu BCR-
ABL mupo3unkunaswl, maxace cnocooen uneuouposamo c-KIT, PDGFR-kunasnyro akmuenocmo. Ilpu
npumenenuu umamunuba** 6 I aunuu mepanuu odowas evidicusaemocmv Kk 11 cooam cocmasnsiem
83 %, eviorcusaemocmov 6e3 npoepeccuposanusi 00 PA u BK — 92%, wacmoma npozpeccuposanus
ooneznu xk 11 2c00am mepanuu ne npesviwuaem 7%. Ionauwvii yumoeenemuueckutl (I11JO) oocmueaemcs
y 83 % nayuenmos [19].

Y 6onvuuncmesa nayuermoe COXpAaHAImcsi xopouee Kaiecnieo HCusHu u mpydo—cnoco&zocmb.

Hoza umamunuba** cocmasnsiem 400 me 6 cymku 011 XD u 600 me 6 cymxu o1 @A u BK [19-23].
IIpenapam pexomeHO08AHO NPUHUMAMb 80 8peMsi eObl, 3anueds NOJHLIM CMAKAHOM B00bl. []03bl

npenapama 6 3agucumocmu om gpazvt XMJI ykazanvt 6 maon. 4.
CHudicenue 0036l He0OX00UMO NPOBOOUMb NPU PA3BUMUL S8TLEHULL MOKCUYHOCTIU.

Tao6auua 4. J1o3e1 umatuanOa™* npu geaernn XMJI

Ao3za XD ®A n BK
CrapToBas fo3a 400 mr/cyT 600 mr/cyT
MoBbiweHne ao3bl (+1) 600 Mmr/cyT 800 mr /cyT
MosblweHne Ao3bl (+2) 800 mr/cyT -
CHumxeHune gosbl (-1) 300 mr/cyT 400 mr/cyT

e Pexomenayercss BceM namueHtaM B X@ u DA ucnosb30BaHME HUIOTHHHUOA** Kkak mpemnapara

nepBoi TuHUM Ui Tepanuu XMJI B pexxume MoHoTepanuu [25].
YpoBeHb yOoeauTeIbHOCTH peKoMeHAaluil — A (YpOBEHb JJOCTOBEPHOCTH J10Ka3aTeNIbCTB — 2).

Kommenmapuu: nunomunu6** —  mowmsii, evicokocerekmushuviti  uneuobumop BCR-ABL-
mupo3uHKunasel. MUmeem Oonvuiee cpoocmeo K Hell N0 CPpaAGHeHUio ¢ umamunubom™*, axmueen 6
omuoweruu mymanumuvix opopm BCR-ABL. Beinyckaemcs 6 suode kancyn no 150 u 200 me. B 1 aunuu
mepanuu noxazan nayuenmam ¢ X©O XMJI 6 nauanvrnoii 0oze 600 me/cym u 6 doze 800 me/cym ¢ @A
[25]. Hezasucumo om ¢azvr XMJI npuem ocywecmensemces 2 paza 6 cymxu 6 pasnvix 0o3zax (300 me
unu 400 me) ¢ unmepsanom npumepHo 12 uacos. Pexomenoosan npuem npenapama cmpozo Hamowjax,
MaK KaxK nuwa 3Ha4umenbHo ygeauyugaem ouooocmynnocms npenapama (0o 80 %), umo eéedem K
yeenuueHur KoHyenmpayuu nuromurnuoa™** ¢ niazme. Illpunumamos npenapam ciedyem He panee uem
yepes 2 uaca nocie eovl;, nocie npuema HUIOmMuHuba™* nuwy ciedyem npunHumams He pamee yem

uepes 1 uac. Kancyﬂbz HeobXo00uMo 3anusams 00CMAMOYHbIM KOJIUYECMBOM 800bL.

IIpu pazeumuu mokcuyeckux sA61eHuti 003a HUI0muHuba** moocem o6vimo crudicena 0o 300 me 2 pasa

6 cymxu unu 400 me 1 paz 6 cymku (maobn. 5). Ilosviwenue 0ozvl ¢ 600 0o 800 me modcem npusooums



K yayuwenuio yumoeenemuyeckoeo omeema unu MO, oOnako Oanubie pe3yibmamvl NOTYYEHbl HA
HeOONbUOM HUCTE NAYUECHMO8 ¢ MANOU ONUMETIbHOCMbIO HAONI0OEHUsl, NOIMOMY Hem 00CMaMO4YHbIX
OCHOBAHULL PEKOMEHO08AMb NOBbLULEHUE 003bl HULOMUHUOA ™™ npu pezucmenmuocmu K CmaHoapmHolul
003e npenapama.

e Pexomenayercss Bcem namnueHtam B X® u DA wucnonb3oBaHHue Jda3aTMHHOA™™ kak mpemnapara
nepBoy TuHUM U1 Tepanuu XMJI B pexumMe MoHOTepanuu 1 Bcem nanuentam B bK kak npemnapara
MEpPBOM JIMHUN B PEKUME MOHOTEpPAnuu M B KOMOWHAIIMM C JIPYTUMHU XHUMHOTEPAreBTHUYCCKUMU

npenaparamu [26—-28].
YpoBeHb yOoeaUuTEeIHLHOCTH peKoMeHAauii — A (YpoBEHb JOCTOBEPHOCTH JI0KA3aTeIbCTB — 2).

Kommenmapuu: oazamunub™* — muocoyenegou npenapam, 63aumMo0elucmeyouutl co MHOSUMU
MUPOIUHKUHASHIMU U HEMUPOIUHKUHA3HBIMU Oenkamu. On uneubupyem cieoyioujue mupo3uHKUHA3bL.
BCR-ABL u cemeticmsa Src (SRC, LCK, YES, FYN), c-KIT, EPHA2, PDGFRp, PDGFRa. Cnocoben in
Vitro uneubuposamsv pocm KlemouHvlx Junuti ¢ eunepakcnpeccueti BCR-ABL, axmusayueii
AlbMepPHAMUBHbIX OHKO2eHHbIX nymell, exatouarowux kunazvl cemeticmea SRC (LYN, HCK). [lokazana

B03MOJICHOCIb NPENnapama NPOHUKAMb uepes cemamodnye-panruveckui bapwvep.

Pexomenodyemas 0oza oazamunuba™** ona X cocmasnsem 100 me/cym, a onss @A u BK — 140 me/cym
[26-28]. Ilpu serenusx mokcuunocmu 0o03a Oazamunuba™* nayuenmam 6 XD mooicem Ovimo
crudicena 0o 80 me 1 pas 6, nayuenmam ¢ @A u BK oo 100 me 1 paz 6 cymku, npu no6mopHvix
9nu300ax mokcuunocmu — 00 80 me/cym (maobn. 5). /lannvix 06 s¢hghexmuenocmu noswviuieHuss 003vl
oazamunuba™* 0o 140 me/cym npu pesucmenmuocmu K cmaHoapmuou 0o3e Hem. B cesazu ¢ smum 6
KJIUHUYECKOU NpaKkmuke ygeiuueHue 003bl Npenapama npu HeooCmamoyHou 3¢)gdekmusHocmu e2o

CMAHOApmMHOU 003bl HeyenecoodpasHo.

Ilpumenenue HTK2 (hunomunu6™*, oazamunu6**) 6 | Junuu JneweHus no CPaABHEHUIO
¢ umamuHubom™* oocmosepro 6onee 3QPHexkmueHo no CHUNCEHUIO BEPOSMHOCIU NPOCPECCUPOBAHUS
XMJI u 6onee svicokoii wacmome docmudicenus 2nyooxkoeo MO 6 6onee pannue cpoku. Ilpumenenue
Hunomunuba™* 6 nepsou aunuu 6 0oze 600 me/cym nossonuno uepes 1 200 mepanuu oocmudv bMO y
77 % nayuenmos no cpasnenuio ¢ oocmudiceruem MO y 60 % nayuenmos, nonyuasuiux 400 me/cym
umamunuba**. K 5 cooam mepanuu enyooxuii MO4,5 oocmuenym y 54 % nayuenmos 6 epynne
Hunomunuoa** 600 me/cym 6 cpasuenuu ¢ 31 % nayuenmos 6 epynne umamunuoa™** [25]. Cpasnenue
oazamunuba™* ¢ doze 100 me/cym ¢ umamunubom™* ¢ 0oze 400 me/cym 6 1 aunuu maxadice noKazaio
npeumyugecmseo 6 oocmudicenuu BMO «k 1 eody nevenusa: y 76 % nayuenmos, noayuasuiux

oazamunub**, npomue 64 % nayuenmos na mepanuu umamurnubom ** [26].

Hunomunu6** u oazamunu6** obecneuusarom 6onee 8vicokyio uacmomy oocmudiceruss MO4 u MO4,5
N0 CPABHEHUI0 C UMAMUHUOOM™™, ymo Modxcem ygeiuyums UYUCIO NAYUEHMOB8, 20MOBbIX 8
nepcnekmuge K KOHmpoaupyemomy Haonooenuio 6e3 mepanuu. K 5 2cooam mepanuu enyooxuiit MO4,5
oocmuenym y 42% nayuenmog 6 epynne oazamunuba™* 6 cpasnenuu c 33 % nayuenmos 6 cpynne
umamunuba™* [25,26]. Ilpu smom 603moxcHocmov pazeumuusi HeO1A2ONPUIMHBIX cobbmuilL (Hanpumep,
OKKJIIO3UU nepugheputeckux cocyoo8 npu npumeHeHuu HUIomuHuba™*, pazeumue niespaibHO20O

8blnOMa Npu OIUMENbHOU mepanuu 0a3amunuoom™*) mpebyem oOyeHKU COOMBEMCmMEYIuUX



Gaxmopos pucka y nayuenmosg [26,29-31]. Ilpogune moxcuunocmu umamunuba™* sensemcs
Haubonee 6e30NaACHbIM, d ONbIM NPUMeHeHUs 8 | TuHuu 1euenus — Hauboiee OTUMENbHbIM 8 CDABHEHUU
c opyeumu HUTK. Taxoce smo Haubonee O0ocmynHulli HA ce200HAwWHUL Oenb npenapam. OOHaxo,
seposmHocms Ovicmpoco oocmudicenuss BMO u enyooxoeo MO npu neuenuu umamunubom™** no
cpasnenuro ¢ UTK2 nuoce [25,26]. Hmamunub6™** mooicem Ovimv onmumanbHoOU mepanueti 07
NayueHmos ¢ HU3KoL 2pynnou pucka, 6onvusvix cmapute 60 1em u/unu nayueHmos ¢ Conymcmeayiouumu

3abonesanuamu, ocpanunusalowumu naznavenue MTK2.
3.1.3. Bropas u ciaeaywomue Junuu repanun UTK nanuentos ¢ XMJI

o Pexomenayercss Bcem mamueHtaMm B X® u DA wucnompzoBanue WTK2 (HumotunnO**,
a3aTUHUO**, 603yTHHUO) KaK MpernapaToB 2 ¥ MOCISAYIOMNX JHHUH 715 Tepanun XMJI B pexxnme
MOHOTEpANM U BceM nanveHtaM B BK kak mpemaparoB 2 W MOCHeAyHOUMX JUHUNA B PEKHUME
MOHOTEpANy, a TaKKe B KOMOWHAIIMK C APYTUMHU XUMHUOTEPAIEBTUYCCKUMU TIpenapaTtamMu (st

HUJOTHHUOa**, mazarnanOa™** HasHaueHwe npu bK BHE 3aperucTpupoBaHHBIX MMOKa3aHui) [18,32—
37].

YpoBeHb yOeauTEILHOCTH PeKoMeHAannii — B (YpoBeHb 10CTOBEPHOCTH 0KA3aTeJIbCTB — 2).

Kommenmapuu: npumenenue HTK2 6o 2 junuu mepanuu XMJI o¢gexkmusno xax npu
HenepeHoCcUMOCmu, maxKk u npu peucmeHmuocmu K umamunudy**. 'V 59 % nayuenmos ¢ X® XMJI
npu NpuUMeHeHuu HUIOMuHuOa™** 6o 2 nuHuu JNeueHus y NAYUeHmMo8 C pPe3UCMEHMHOCMbIO UIU
HenepeHocumocmuio umamunuba™** ovin cocmuenym B[O, npu smom y 45 % nayuenmog nabniooancs
IO [34]. Bo 2 aunuu mepanuu ruromunud** nasuauaemcs 6 0oze 800 me/cym ¢ XD u DA [34].
Ipumenenue oazamunuba™* 6o 2 nunuu mepanuu y nayuenmos ¢ X@ XMJI npu nenepenocumocmu
UMY pesucmenmHocmu K umamunuby** nozeonuno oooumscs BMO y 55 % nayuewmos npu
Henepenocumocmu u 'y 43% — npu pesucmenmnocmu [32). Hcnonvsoeanue oazamunuba™* ¢ DA
nozeonuno oocmuub IO y 33 % u I11]O y 24 % 6onvHuix [27]. Ilpumenenue smozo npenapama npu
BK noszeonuno nomyuume BIO y 25% nayuenmos c muenrouonvim BK u 50 % nayuenmosg c
aumgpouonvim BK 6 meuenue 24 mecsayes, oowaxo smu omeemvl He Ovliu Onumenrvhvimu [35].

Pexomenoyemas 0oza oazamunuba™* 6o 2 u nocneoyrowux aunusax ora X® cocmasnsem 100 me/cym, a
onst @A u BK 140 me/cym [26].

bosymunu6b — uneuboumop xumazvt BCR-ABL, a maxkoice xunaz cemeticmea SRC, 6 mom uucne SRC,
LYN u HCK. Ilpenapam obradaem MUuHuUMAaibHOU uHeubupyowel axkmueHOCMbio 6 OMHOUEHUU
peyenmopoé PDGFR. Cmanoapmuasn 0oza — 500 me 6 cymxu. B ciayuae nedicenamenvHulx sA61eHUll,
NPensamcmeyowux nPpoooNHCe U0 Mmepanuy 8 CMaHoOapmHol 003e, 003a MOXcem Oblmb CHUNCEHA 00
400 u 300 me 1 paz 6 cymku (mabn. 5). Hem oOanuvix 06 s3¢pgpekmusnocmu nosvluteHus 003l
bo3ymunuba npu HedphpexmusHocmu cmanoapmuol  003bl npenapama. B ceazu ¢ smum
8 KJIUHUYECKOU NpaKkmuke yseiuueHue 003bl npenapama npu HedoCmamouHou sggexmuenocmu e2o

CManOapmHou 003bl HeyenecooOPasHo.

bosymunub maxoice okasancs s¢ghghexmusnvim y nayuenmos ¢ pesucmenmuocmvio (n=200) unu
HenepeHocumocmoio (n=88) npedwecmsyrouei mepanuu umamuruoom **. Ilpu meouane nadarooenus

>24 mec. kymynamugnasa yacmoma oocmudicenus 1110, BL[O u I11]O cocmasuna 77 %, 57 % u 46 %



coomseemcmeenno, BMO u enyboxuit MO 6vinu nonyuenst y 35 % u 28 % [37]. bozymunub maxoice
nokasan 3gpghekmusHocms y NayueHmos ¢ Heyoadel mepanuu He mouvko umamunuoom**, no u UTK?2
(Oasamunu6™*, nunomunu6™*). IO, I1[]JO u BMO oocmuenu 62/86 (72%), 16/72 (22 %) u 20/78
(25 %) nayuenmos coomeemcmeeHHO nocie mepanuu UMamuHubom** u dasamunubom™*. dmu dnce
nokazamenu oviiu 3apecucmpuposanst v 20/26 (77 %), 5/24 (21 %) u 1/19 (5 %) nayuenmos, panee
noayuasuux umamunuo™* u nuromunuo™* [33]. Takum obpazom, Hebonvuias 00N NAYUEHMOE C
npeowecmsyroweti Heyoadeti mepanuu 08ymsi UTK na ¢pone npuema 603ymunuba mozana docmueams

He monvko I1I'O, Ho u bonee enyboKkux (yumoeeHemuueckux u MOJLEKYIAPHbIX) OMEemos.
3.1.4. llpunuuns! Bpioopa UTK npu cmeHne Tepanuu

o Pexomenayercsi BeiOOp MTK ¢ yuyeToM comyTCTByIOmIEH MATOIOTUX ISl TPEIOTBPAIICHUS

HE)KeJaTelIbHbIX SBJIICHUN pH Tepanuu y nanuentos ¢ XMJI [10,11,38].
YpoBennb yoeaureabHocTH pekoMmenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuii: C yuemom npogura moxcuunocmu HTK npumensiom ¢ 0CmopoiCHOCMbIO npu

HEKOMOPbIX NePeyUCIeHHbIX HUJICE 3a001e6aAHUX U COCMOSHUSX.
Hunomunuo**

o [lankpeamum 6 anamuese — @ PeOKUX CIAYYASX OMMeHeHO 0bocmpenue NAHKPeamuma, MOXNCEm
HAOII00AMbCsl NOBLIULEHUE YPOBHSL AMULA3bL, TUNA3bL

o CaxapHulii Ouabem — Ha pone mepanuu HUIOMUHUOOM ** 803MOIHCHO NOsGIEHUE cUNePeIUKeMUU

o Amepocknepomuueckoe nopazicenue Ccocyoos, KapOUOSACKVIAPHblE uleMUuyecKue coovlmus,
OKKIIO3UOHHASL  DONe3Hb  nepughepuueckux apmepuii. — NPOOEeMOHCMPUPOBAHA  NOBLIUECHHAS.
BEPOSIMHOCIb UX PA3GUMUSL Y NAYUCHMOE C YIHCe UMEIOWUMUCST (aKmopamu pucka pazeumust

CepOeyHO-CcoCYOUCMbIX 3a00/1e8anUll NO CPABHEHUIO ¢ umetowelics 6 oowell nonyaayuu [39].
Aazamunuo**

o Xponuueckue cepoeuno-cocyoucmole 3a001€6aHUs, XPOHUYUECKUe 0OCMpYyKmueHvle 3a001e8anusl
Jle2Kux, OpOHXUANbHAS ACMMA, NHEBMOHUSL, MPABMa 2pyOHOU KILemKU, aymouMMyHHble HapYUuleHUs]
— haxmopewl, eruAIOWUE HA YACMOMY PaA38Uumus niespanbhulx einomos [26,29,30,40]

o Xponuuecxue 3aoonesanus JKKT ¢ 6bicokum puckom pazeumus KpogomeyeHull, NOCMOAHHbIIL npuem

anmuazpezanmos — oazamunud ** oonaoaem anmuazpecanmuvim 3¢ppexmom [41].
bo3ymunuo
o msdicenoe HapyueHue yHKyuu neueru u novex [42].

Bce UTK cnedyem npumeHnsms ¢ OCMOPOAICHOCIBIO Y RAYUEHMOE ¢ YOnuHenHuim unmepsaiom QT, a
maxdce ¢ KIUHUYECKU BbIPANCEHHOU CepOeuyHOl HeOOCmAamoyHocmblo, OUc@yHKyuel J1e8020
acenyoouka, apummumu. Cnedyem uzbecamv o00HO8pemeHHO20 npumeHenus HTK kax c¢
unoykmopamu, maxk u uHeubumopamu uszopepmenma CYP3A, a makaxce ¢ npenapamamu,

yoaunsrowumu unmepesan QT [43].



e Pexomenayercs BoiOop UTK mpu tepanuu XMJI ¢ yyerom myTanuii THpO3MHKHHA3HOTO JIOMEHA
rena BCR-ABL [44-50].

YpoBeHb yOeIUTEILHOCTH PeKOMeHAaunil — A (YPOBeHb I0CTOBEPHOCTH 10KA3aTeJbLCTB — 1).

Kommenmapuu: mymayuu BCR-ABL onpedensiom uyscmeumenbHOCmb J1EUKO3HbIX KIEMOK K

gozoeiicmeuio  onpedenennozo HMTK. Ha momenm  OuacHOCMUKYU — MYMAYUOHHBIL — CMamyc
yenecoobpaszno onpeoensimo npu oedorome XMJI ¢ @A u BK. Taxoce Hnanuuue mymayuil
Mmupo3uHKunasno2o oomena BCR-ABL neobxooumo ucciedosamsv npu Heyoaue mepanuu u nepeo

cmenou UTK.
Mymayuu, komopule onpedensrowue HU3Ky0 yyscmeumenvocmos K UTK:

o K oazamunuoy** — F317V/L/I/C, T3154, V299L, Q252H. Ilpu eviasienuu yKa3auuvlx Mymayui
npeonoumumenvree mepanus Huromunuoom**. Ilpu nanuuuu mymayuu F317V/L/I/C, T315A4,
0252H 6o3mooicha maxace mepanusi O03ymuHUOOM.

Y253H, E255K/V, F359V/C/I. Ilpu 6viagneHuu OauHbIX MYymayuti

Ilpu nanuuuu mymayui Y253H, F359V/C/I

o K Hunomunuby™** —
npeonoumumesnbHee mepanus 0a3amurHuoom**,
BO3MONCHA MAKIHCe mepanust GO3yMUHUOOM.

V299L

(npeonoumumenvhee mepanus Huromuruoom™*), G250E (803mooicho HazHaueHnue HUIOMUHuOa ™™ u

e K oOo3ymunuby — E255K/V  (npeonoumumenvnee mepanus — 0asamunuoom™*),

oazamunuda**).

Tepanus ecemu nepeuucnennvimu MTK (umamunub™*, ununomunu6™*, oazamunu6™*, 603ymunud)
Heappexmuena npu Hanmuvuu mymayuu 13151 [50,51]. Ilpu ewviasrenuu oawnoti mymayuu
pexomenoyiomes nouck HLA-udenmuunoeo oonopa, evinonnenue amnoTl CK nubo exatouenue makoeo
nayuenma 6 kauHuweckue ucciedoganusi [52-54]. Ilpu mnesozmoscnocmu annoTlI' CK 6 rkauecmee
AIbMEPHAMUBHO20 JleHUeHUsT HA3HA4armcs cuopokcukapoamuo™* (mabn. 9), Kypcol manvix 003
Hyumapabuna** (10 me/m’ nookoocno 2 pasa 6 denv 6 meverue 21 OHs), KYPCbl NOTUXUMUOMEPANUL,

unmepgepornomepanusi.

Tab6auua S. J1o3s1 HUnOTHHUOA™*, HazaTuHNOA™* 1 003y THHIOA

X 2 pasa B CyT)

X 2 pasa B CyT)

Ado3a HunotnHn6* * Aa3aTuHn6* * Bo3yTuHn6
npenapara
1-a NINHUA 2-9 NNHUSA 1 u 2 nuHum 1 v 2 nnHun 2 7] nocnegytowme
Tepanuun X® Tepanuu Tepanuun X® Tepanuu NMHUKM Tepanun XO, OA
XO 1 A ®A n BK n bK
CrapToBas fo3a 600 Mr B cCyT 800 mMr B cyT 100 mr 140 mr 500 mMr x 1 pa3 B cyT
(300 mr (400 mr X 1 pa3 B cyT X 1 pa3 B cyT

X 1 pa3 B cyT

X 1 pa3 B cyT

X 1 pa3 B cyT

CHWXXeHne [o03bl 400 mr 600 Mr B cCyT 80 mr 100 mr x 400 mr x 1 pa3 B cyT
(-1) X 1 pa3 B cyT (300 mr X 1 pa3 B cyT 1 pa3 B cyT

X 2 pa3a B CyT)
CHMXeHne [03bl - 400 mr 50 mr 80 mr 300 mr x 1 pas B cyT

3.1.5. luarHocTuka Ha dTane JeyeHuss (MOHUTOPHUHI pe3yabTaroB Tepanuu UTK

y_nanuenToB ¢ XMJI)




o Pexomenayercs PETYIAPHBINI MOHHUTOPHHT reMaToJIOrHYECKUX, LIUTOr€HETUYECKUX
U MOJICKYJIIPHO-TEHETHYECKUX M JIPYTUX IMOKa3aresiel y MamueHTa Jis OleHKH 3PPEKTUBHOCTH U
nepenocumoctu tepanuu UTK [11-13,15,55,56].

YpoBennb yoenureabHOCcTH pekoMmenaanuii — C (ypoBeHb 1OCTOBEPHOCTH JI0KA3aTEIbCTB — 4).

Kommenmapuii: ona ceoespemennoii oyenku pe3ynvmamos mepanuu U 603MONCHbIX HEHCENAMENbHbIX
AGNeHUll mepanuu HeoOXO0UMO pe2yNsPHO GbINONHAMb MOHUMOPUHE KIUHUKO- 1AO0PAMOPHbLIX
nokazamerneu (maon. 6). [lpunumas 60 6HUMaHUe HEOOXOOUMOCb OIUMENLHO20 NpUeMd Npenapamos,

yenecoobpaszma pe2ynaphas beceoa ¢ NAyUeHmMoM ¢ Yeliblo KOHMPOIsl NPUBEPHCEHHOCTNU MePanuu.

Tab6auua 6. Yactora nuHamMmuueckoro oocnenoBanus naueHToB ¢ XMJI, momyuaromux UTK

WUccnepoBaHue NMepnoaNUYHOCTb MOHUTOPUHIA

KnuHnyeckunin aHanms KpoBu Kaxable 15 gHen Ao aoctmxeHuss n noateBepxaeHus MO, panee - kak
MUHUMYM Kaxxable 3 Mecsiua uam vaule
no Mmepe HeobxoaAnMoCTH

CTaHOapTHOe  UMTOreHeTM4yeckoe uccnegoBaHue Ha 3-M n 6-M Mecsuax Tepanum

KocTHoro mo3sra (CLUW — He meHee 20 meTadas) Ha 12-m mecsiue Tepanun (npu goctmxexnn MNLO

(Npu HeBO3MOXHOCTN — FISH) Ha 3-M Mecsiue W NOATBEPXAEHUN Ha 6-M Mecsue —

MOXET He BbIMNOSIHATHLCSA)

MNpu Heynaye neyenus (NepBUYHas UM BTOPUYHAS PE3UCTEHTHOCTb), NpU
BO3HWUKHOBEHUWN HEOOBSACHUMOW LUTONEHUMU

Mpun Hanuunm OXA (B nebioTe unm B xoae Tepanuu) B Ph-nonoXxutenbHbIX
] Ph-oTpuuaTenbHbix KreTkax uenecoobpaseH 6onee  yvacTbli
LMTOreHETUYECKUA MOHUTOPUHI

Mpun ypoBHe BCR-ABL m™eHee 1 % mMeTogOM KonuyectBeHHou [LIP
LMTOreHeTM4eckoe nccnenoBaHune HeuenecoobpasHo

KonnyectBeHHasa [IUP B peanbHOM BpeMeHu Kaxable 3 Mecsaua A0 AOCTUXKEHUSA 1 noaTeepxaeHusa BMO, 3atem kaxable
(n3mepeHne ypoBHss BCR-ABL C ykasaHueM 6 MecsueB*

KONM4YecTBa KOMUN KOHTPOAbHOro reHa ABL) Jlabopatopus [O/DKHa MMETb (aKTop KOHBEPCUM A1 [PEACTaB/IEHMS
pe3ynibTaTtoB 10 MexayHapoaHon wkane IS (%). lNpn oTcyTcTBUM ¢haktopa
KOHBepcuu L{e1eC006pa3HO BbIMOJIHEHNE NCCEA0BAHMS

B 04HOM 1 TOW Xe nabopatopum

MyTaunoHHbI aHanu3 BCR-ABL Mpwn Heyaaye Tepanuu NepBoOW NMHUK, NMPU Nepexoae
Ha apyrve UTK unu apyrue Buabl Tepanun

Broxnmmnyeckunii aHanms Kposu Kaxxable 15 aHen B TeueHne 1-ro mecsiua Tepanuu;

1 pa3 B MecsiL, B TeUeHMe NepBbiX 3-X MecsiLeB Tepanuu;
panee 1 pa3s B 3 Mecsua 4o 12-T1 MecsueB Tepanuu;
nocne 12-tn mecsues — 1 pa3 B 6 MecsueB

Mpy HEO6X0AMMOCTM MOHUTOPUHIA TOKCUYHOCTHU
nokasaH 6osiee 4acTbii KOHTPOJIb

Kl Yy naumeHToB C dhakTopamm pucka, cepaeYHOo-CoCyaANCTbIMU
3aboneBaHNSAMN pEKOMEHA0BAH MOHUTOPUHI MO KIMHUYECKUM MOKa3aHUAM
Mpun nepexoge Ha apyrue WUTK: nepen Havanom HoBoro UTK wun 4epes
Hepento npueMa Hosoro NTK

PenTreHorpadus/dniooporpadus opraHoB rpyaHon 1 pa3 B rog wan No KJANHNUYECKNUM NOKa3aHUsaM
nonocTn

*Bo3moxeH 0oJiee 4acThlii KOHTPOJIb Uil OIICHKH CTaOMJIBHOCTU TIIYOOKOTO MOJIEKYJISIPHOTO OTBETa

nepea BKIOYCHUEM B MCCIICAOBAHMA 110 Ha6J'IIOI[eHI/IIO 0e3 TCpalinu.

3.1.6. TakTHKA BeleHHS B 3aBHCHUMOCTH OT Pe3yJbTATOB TepPallu

e Pexomenayercs manueHTaM ¢ Heyaaued Tepanuu uMatuHUOOM** mepexom Ha WTK2
(HmtotuHnO™**, nazaTuHNUO**, 603yTNHNO) [27,32—-34,36,37].

YpoBeHb yOeIUTEILHOCTH PeKOMEHAalil — A (YPOBEHb JOCTOBEPHOCTH J0KA3aTeJIbCTB — 2).



Kommenmapuii: s¢hpghexm mepanuu 1 nunuu mooxcem Ovimv pacyener Kak ONMUMAIbHbIU, Heyoayd

mepanuu, npedynpexcoerue (maoi. 7).

Ilpu mneyoaue mepanuu umamunudbom™** 6 1 aunuu noxazan nepexoo nHa HTK2 ¢ yuemom
nepeHoCcCuMocCmu u MymayuorHno2o cmamyca. B ycrosusix oepanuuennozo oocmyna UTK2 npu neyoaue
mepanuu umamunuoom™* ¢ I 1unuu Heo6xoo0uMo 6e30maazamenbHo NOBLICUMb 003Y UMAMUHUOA*™* 00
600-800 me ¢ yuemom nepeHocumMocmu, 6 Kauecmee epemMeHHOU mepvl 00 nepesoda Ha HUTK2. 'V
nayuenmos ¢ 8vicokou epynnoi pucka no J.E. Sokal (mabn. 2), XA 6 Ph-nonosxcumenvhvix Kiemrax
(Komopule AGNAIOMCA NPOSHOCMUYECKU HeONa2oNPUIMHbIMU aKmopamu) npeonoumumenbHee CMeHd

UTK, uem noswviuwenue 003oi umamunuoa™**.

IIpu neyoaue mepanuu UTK2 6 1 nunuu nevenusi nokasana cmena npenapama Ha opyeou UTK2; e
uMmepecax nayueHmo8 pAaccCMOmMpems BaApUAHMbl IKCHEPUMEHMAIbHO2O JIeYeHUsT 8 pPaAMKAX
KAUHUYECKUX UCCIe008aHUU, NOKA3aHO 6binoanumes HLA-munuposanue cubauneo8 npu ux HAIUyuu.
Ippexmusnocmv  yeenuuenus 0ozvl UTK2 6 1 aunuu Hedocmamoumo OOKA3AHA U NOIMOMY

Heyenecoobpasa.
IIpu onmumanvrom omseeme npooonxicarom aederue mem dxce npenapamom UTK.

Hpu omcymcmeuu onmumaibHoco omeema peKOMeHaOGCZHO npoeepunb NPUBEPIHCEHHOCNb nayuerma
K mepanuu U 603MOIUCHOE JIeKapCni6erHHoe 636114]%0()61/76’7’}161/!6, 6bINOJIKUNMb aHAJIUu3 HA Mymayuu BCR-
ABL.

Ilpu koncmamayuu npeoynpedxcoenus Ha mepanuu umamunuoom™* u UTK2 yenecoobpasno
NPOOOINCUMb NpUeM Npenapama 6 npexcHell 003e, 6bINOIHAMb Oolee 4acmvill MOHUMOPUHE,

obecneuums 20mMOBHOCMb K CMEHe mepanuu 6 ciyiyae Koncmamayuu Heydaqu.

Tabauua 7. Kpurepun oreera Ha tepanuto UTK B nepBoit muHum nedenns y nauueHToB B XD nu GA

Cpok Tepanuu OnTUManbHbIi OTBET MNMpeaynpexpeHue Heypaua Tepanum

Bbicokum
aHoManum
B Ph+ knetkax

Ha MoMeHT AnarHosa PUCK: «3Ha4YnNMblE>»>

BCR-ABL <0,1 % (BMO)

BCR-ABL 0,1-1%

3 Mecsiua MOSHbIN reMaToNornyecknin Ph+ 36-95 % (MUO) Het Mro
oteeT (MNro0) BCR-ABL =10 % Ph+ >95 %
Ph+ <35 % (4LO)
BCR-ABL <10 %
6 MecsueB Ph+ 0 % (MU0) Ph+ 1-35% (4U0) Ph+ >35% (meHee YLIO)
BCR-ABL <1 % BCR-ABL 1%-10% BCR-ABL 210 %
12 mecsiueB Ph+ 0 % (MUO) Ph+ 0% (MNLUO) Ph+ >0% (meHee MLUO)

BCR-ABL =21 %

B panbHelwem
n B ntoboe Bpems

BCR-ABL <0,1 % (BMO) wunu
MeHee

OXA B Ph— knetkax
(=7 vnn 79-)

MoTepsa Nro
Motepsa MUO
MoTtepsa BMO*
MyTauun BCR-ABL
OXA B Ph+ knetkax

*nonrBepxaeHHas noreps bMO: yposenbr BCR-ABL >0,1 % B nByx u Oojee MOCIeA0BaTEIbHBIX

aHajau3ax, B OAHOM U3 KOTOpbeIX BCR-ABL >1 %




3.1.7. TakTHKA BeleHUA NPU KOHCTATAIMU NPeAYHPeK/IeHN 110 TAHHbIM

MOJICKYJISIPHOI0 AHAJIN3a HA 3 MecAlaX Tepanuun

o Pexomenayercst n3menenue tepanuu npu yposie BCR-ABL >10% k 3 Mecsinam jedeHus (cMeHa
HUTK) [57-59].

YpoBeHb yOeTUTEJIbHOCTH peKOMeHAal Uil — A (YpOBeHb I0CTOBEPHOCTH /I0KA3aTeJIbCTB — 2).

Kommenmapuii: oonoti u3 cnopuvix u HEOOHO3HAUHBIX NO3UYULL SGIAemcs 60NPOC PAHHE20
nepexaouenus Ha opyeou UTK npu yposne BCR-ABL >10% k 3 mecayam mepanuu UTK. Yposenw
BCR-ABL >10% sensaemcsa npocHOCMUYECKU HeONA2oNpUAMHbIM 01 00well  8bloHCUBAEMOCTU,
gvlocusaemocmu 6e3 npozpeccuu, 0Oas noaydyeHus 2enybokoco MO npu npumenenuu a106020 U3
ykazaunvix UTK (¢pakmop pucka wneyoauu mepanuu). Ouesuono, umo npooonxcenue Jjedenus,
KOmopoe He A8NAemcs d9(hPeKxmusHvIMm, yeeruuusaenm puck npoepeccuu savonesanus. OOHaKo 6 pasHvle
200bl MeNHCOYHAPOOHbLE IKCNEPMbl 8bIpAOOMANY PA3HbIE KOHYEeNYUuu UsMeHeHUus mepanuu Ha cpoke 3
mecaya (pekomenoayuu npogheccuonanvuwvix cooouecme ESMO 2012, ELN 2013, NCCN 2013) [5, 67,
68]. Omo ceazano ¢ omcymcmeuem paHOOMUUPOBAHHBIX UCCIE008AHUN NO CPAGHEHUIO U3MEHEHUs.

cxemul 1eyenus Ha amom cpoke npu yposwe BCR-ABL >10 %.

Ha ob6cyxcoenuu Paboueti epynnvl pazpabomiu KIUHUYECKUX PEKOMEHOAyuti no OuacHOCmuke U
neuenuro XMJI Oocmuenym KOHCeHCYC O mOM, UYMO paHHee U3IMEHeHue mepanuu 603MOHNCHO
ocywecmensams HawuHas ¢ 3-e0 mecaya nedenus npu evissieHuu yposHs BCR-ABL >10 %. /s
noOmMeepHCOeHUsi  Heyoauu HA OMOM  CPOKe JleYeHUss NOKA3AHO  OYeHUms  pe3yibmanol
U YUumoz2eHemuyeckoeo, U MONEKVIAPHO-2eHEMUYECKO20 Memood OOHOBPEMEHHO, C MmeM UYmoouvl
noomeepoums 3HavumenbHvil 00vem onyxonesou maccol (Ph >35 % u BCR-ABL >10 % xax ¢paxmopol
pucka Heyoauu mepanuu HTK), makdce onpasdanHvl nosmopHsvie J1aOOPAMopHvle Mecmbl

(L;umoeeHemuquKue, MOJZ@Ky]lﬂpHO—ZeHemull€CK1/l€) onsl I/ZOOI’}’IGQP.?!C@@HMXI BbISI6/ICHHbIX U3MEHEHU.

3.1.8. Tepanus npu Heyla4ye BTOPOii U NOCaeAyIOlIeli JUHUU JeYeHu sl

e Pexomenayercss uzMeHnenue jedeHus npu XMJI npu Heynaue 2 u Oonee nuHuit Tepanun XMJI
(nepexon Ha apyroit UTK, annoTI'CK) [33,60,61].

Yposenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 2).

Kommenmapuii: coenacno omeuecmeennvim peKoMeHOayusm, a maxice e8poneucKuM peKomeHOayusm
no npumernenuro mepanuu HUTK2 eo emopoiui aunuu, npu omcymcmeuu 11O k 3 mecayam u no
menvuten mepe MI[O k 6 mecayam mepanuu UTK2 koncmamupyemcs pe3ucmenmHocms K J1e4eHuio
(mabn. 8) Bozmoowcnocmu mepanuu npu neyoawe 2 u bonee nunui mepanuu HUTK oepanuuenvl.
Omcymcmesue pe3epeéa HOPMAIbHO20 KPOBEMBOPEHUsl, ONUMENbHbIE YUMONEHUU O0enarom mpyoHo
8LINOIHUMBIM Onumenvhoe npumenenue UTK 6 nocmoaunom pedxcume u 6 NOIHbIX 003aAX, 4mMO
cHudcaem 3¢ gexmusnocms neueHus. B kauecmee mepaneemuueckux onyuii paccmMampusaromcs
nepesod Ha opyeou HTK2, amnoTI'CK. Ilpu nonyuenuu KiuHUKO-2eMAMONLOSUYECKOU peMuccuu, a
makdice 8 cayuae OOCMUNCEHUU PeOyKYUl 1etUKO3H020 KAOHA (KAUHUKO-2eMAamolocUiecko2o omeemad,

yumozenemuyecko2o omeema) npu 3 aunuu mepanuu eonpoc o evinoaneruu amnoTl CK neobxooumo



pewiamso

He3ameoumenbHo.

Ilpu omcymcmeuu s¢pgpexkma u npoepeccuu 3a001e8aHU

co

coepoicusaroweli Yeibio NOKA3aHo NpUMeHeHUe Yumocmamuieckux cpeocms, 2uopoxkcukapoamuoa™**.

Tab6aunua 8. Kpurepuu orBera Ha UTK B kauecTBe Bropoit u 6osiee THHUU Tepanuu

Mpogonxu-
TeNbHOCTb
neyeHus
UTK2

XapakTtepucTuka oTBeTa

LleneBoli ypoBeHb oTBETa

MpenocrepexeHne

Heyaaua

[o neyeHuns

remaTonornyeckas
pPe3NCTEHTHOCTb

K UMaTUHNBY**
umMToreHeTUYeckas
pe3NCTEHTHOCTb

K UTK 1 nuHnmn
BbICOKMI pUCK

3 Mecsua BCR-ABL <10 % BCR-ABL >10 % OTtcyTcTtBue MNro
n/mnn Ph+ <65 % (MUO) n/mnun Ph+ 65-95 % nnu Ph+ >95 %
(MnnHLO) Wi HoBble MyTauun BCR-ABL
6 mMecsues BCR-ABL <10 % wu/ Ph+ 36-65 % (MLO) BCR-ABL >10 %
wnn Ph+ <35 % (4U0) n/vnn Ph+ >65 %
n/VNn HOoBble MyTauumn
BCR-ABL
12 mecsues BCR-ABL <1 % BCR-ABL 1-10 % wu/wunun Ph+ BCR-ABL >10 %
n/nnn Ph+ 0 % MUO) 1-35 % (4UO) n/vnn Ph+ >35 %
W/Vn HOBble MyTauun
BCR-ABL
B noboe BCR-ABL <0,1 % (BMO) OXA B Ph— kneTtkax: noteps Mro wam notepsa NMUO
rnocneayiotuiee -7 vwnu 7q9- noaTBepxaeHHaa notepss BMO*
BpeMs wnn BCR-ABL >0,1 % nosiBneHne mytaumn BCR-ABL

OXA B Ph+ kneTtkax

*nmonrBepkaerHas noreps BMO: yposenr BCR-ABL >0,1 % B aByx u Oosiee mOCiIeI0BaTEIbHBIX
aHanu3ax, B ogHoM 13 kotopsix BCR-ABL >1 %.

3.1.9. lIuTopenyKTHUBHAA U IUTOCTATHYECKAN TePANNS

o Pexomenayercsi IIUTOpPENyKTUBHAs Tepamus JUIsl YMEHBIIEHHUS OIYXOJEBOW Macchl B Je0IOTE
3a00s1€BaHUsl, IUTOPEAYKTUBHASI U LIUTOCTATUUECKAsl T€PANIUU MIPU PE3UCTEHTHOCTH K HECKOJIbKUM

muHuaM Tepanui UTK, HeBO3MOXKHOCTH IpyTo# Tepanuu, ¢ naumaruBHou nensto [10,11,62-66].
YpoBeHb yoenuTeJIbHOCTH pekoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTENbCTB — 3).

Kommenmapuu: B XD XMJI npumenenue

MOHOXUMUoOmepanuu, Komopdas HasHaiaemcs 6 Cﬂe()yrou;ux Clyuasix.

xumuonpenapamaoe I’lpOGO()quCﬂ 6 peotkcume

1) onsa ymeHnvwienus maccbl ONYXOMU HA Nepuod 00CNed08aHUs 00 NONYVYEHU Pe3Vibmamos

yumoeceHemu4decKkozco UCCIe008aHUs  UU MONEKYIIIPHO-CEHEMUUECKO20 uccnedosanus u - OJisl

n000€p9fCCZH1/lﬂ cemamoriocuvecKkoeco omeema,

2) Koz20a npogedeHue Opyeol mMepanuu HeB03MONCHO: PEe3UCMEHMHOCMb U/UNU HenepeHoCUMOCMb
UTK.

Haubonee uacmo ucnonv3yromcs cieoyowue npenapamol. 2uopoxkcukapoamuo™** ¢ ooze 10—40 me/xe/
cym 6 3a8UCUMOCMU Om noKazameneu amaiuza Kposu (maén. 9), 6-mepxanmonypumn**,
Hyumapabun™*. J[ns npoguiaxmuxu 0CroxiCHeHUll, C8A3AHHBIX C CUHOPOMOM IUZUCA ONYXOIU 8 NePUOO

YumopeoyKyuu, oo513amenbHblM A611emcs 88edeHue adek8amno2o obvema xcuoxkocmu (0o 2—2,5 e



NOGEPXHOCMU MeNd NPU OMCYMCMBUU CepOeyHOl Hedocmamoyurnocmit), anionypurnona™* ¢ ooze 300—
600 me/cym. B cnyuae npusnaxos Jnetxocmasa (HapyuleHus MUKpPOYUPKYIAYUU: dHyegharonamus,
CHUDICeHUE 3PEeHUs], NOYeUHAsl He0OCMAmMOYHOCMb) C CUMNIMOMAMUYECKOU Yelblo NOKA3aH Jetkagepes.
llayuenmam 6 @A u BK moodcem nposooumvcsi noIuxXuMuomepanus no cxemam JieYyeHUus OCMpbIX

NelK0308 8 3a8ucumocmu om gpenomuna onacmos, ¢ sexknoueHuem UTK [62—66].

Tab6auua 9. [lo3a rugpokcukapOaMuga™* B 3aBUCUMOCTH OT YPOBHS JICHKOLIUTOB

KonunuecTtBo NeMKOLUTOB B KPOBMU

Ao3a rmppokcukapbamumpa

>100 x 10%/n

50 Mr/Kr exegHeBHO ([03MpOBKA BHE 3aperucTpMpoBaHHbIX
nokasaHumn)

40-100 x 10%/n

40 Mr/Kkr exenHeBHO

20-40 x 10%/n

30 Mr/kr exxeaHeBHO

10-20 x10%/n

20 Mr/kr exxegHeBHO

10-5 x 109/n

10 Mr/Kr exeanHeBHO

<3 x 10%n

*BpeMeHHO OTMeHSIeTCs

*[Ipuem rugpokcukapOamMuaa™* nomkeH ObITh PETyISPHBIM, TaK KaK MIPU OTMEHE Ipernapara ypoBeHb
JEUKOLIUTOB BHOBb OBICTpO yBenuuuBaercs. KOHTposb KoldMuYecTBa JIEMKOUMTOB W JIPYTUX
Mokasaresieil remMorpamMmbl (reMorioonH + TpoMmMOOUUTHI + QopMmyiaa KpOBH) HEOOXOAUMO
OCYIIECTBIISITh €KEHEIETbHO.

3.1.10. Tepanus unrepgeponom aiabda

o Pexomenayercsi Tepanus npenaparamu uaTepdepona anbda** 2a umm 2b (Md-0) B 103upoBKax B
COOTBETCTBUM C MHCTPYKUMEH IO MEAMIMHCKOMY MPUMEHEHHUIO JIEKapCTBEHHOIO Ipenapara
NanyeHTaM: B TMepuoJ, OepeMEHHOCTH, Mpu BbIABICHUM MyTauud 13151 U HEeBO3MOXHOCTU

BoinosiHeHUs a0 TT'CK, mpu HenepenocumocTH Beex aoctynubix UTK. [10,11,67].
Yposennb yoeaureabHOCTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).

Kommenmapuu: mepanus npenapamamu UD-0** nposooumcs 6 ocobvix cuyuasx, xoeoa mepanus
UTK ne nokazana. Ilpumenenue HUD-o0** 603modcHo 6 nepuod Oepemennocmu, npu 6bisA61eHUU
mymayuu T315] u Hesozmoxcnocmu ewvinonnenus anno-TI'CK. Haubonvwasn s¢hgexmusnocmo
npenapamog UD-a** ommeuaemcs npu naznauenuu 6 XO@ XMJI, npu @A u BK s¢hghexmusnocmo

mepanuu UD-o** ne ooxaszana.

3.2. Uuoe Jeuenue

3.2.1. llokazanus k ajaorenHoil T'CK npu XMJI

o Pexomenayercst amiorenHas TI'CK npu veynade tepanum 2-x nuauid UTK wnm npu Hanmuum
myTtauuu T3151 nos neuennss XMJI [53,54,68-72].

YpoBennb yoenureabHocTH pekoMeHaanuii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 4).



Kommenmapuu: maxmuxa eedenus nayuenmos 6 Ciyuasx pesucmenmHoOCmu Uil HenepeHoCcumocmu
mepanuu UTK [-3 nunuti oondxcna 66imb 00CysHcoena uHOUBUOYAIbHO C YUemoM Qaxkmopos pucka

npoepeccuposanusi XMJI, nepenocumocmu UTK u pakmopos pucka annoTl CK.

B X® XMJI oo mepanuu UTK obcyxrcoenue HLA-munuposanus yenecooOpasHo y NayueHmos u3
2pynnvl Npeoynpexcoenusi ¢ 8blCOKOU epynnoti pucka npozpeccuu XMJI (viasnenue KiuHuuecku
sHauumolx [{XA 6 Ph-nonoscumenvuuix Kiemkax) npu ycio8uu HU3KO20 pUCKa mpaHCniaHmayuoOHHbIX
OCJIOJCHEHULl U HAAUYUU POOCMEEeHH020 OoHopa (mabn.9). Iloxkazanuem K nposedeHuro auiio2eHHou
MPAHCAIAHMAYUU KOCMHO20 MO032a UNU 2eMONOIMUUECKUX CMBON08bIX KIemoK nepughepuyeckou
kposu (amnoTI'CK) y nayuenmos ¢ X® XMJI aensemcsa neyoauwa mepanuu UTK emopoco nokonenus,
soisienenue mymayuu T3151 [52,53]. B cayuae nanuuus HLA cosmecmumoeco cubaunea, y monoovix (8
so3pacme 0o 40 nem) nayuenmos c¢ XMJI XD u Huzkum mpaHcniaHmMayuoOHHbIM DPUCKOM
yenecoobpasHa KOHCYIbmayus nAyueHmos 6 CNeyuaiusupo8anHvlX YEHMpax, 6blNOIHAIOUUX

anoTI'CK, ona 3axnouenus o eosmodcnocmu ainoll CK.

llayuenmam 6 bBK XMJI pexomenoosano npogedenue annoll’'CK om poocmeennozo aubo
HepoOCmMEeHHO20 OOHOpa cpa3y nocie docmudxcerus emopoi X@ na ¢hone UTK u/unu couemanus UTK
c xumuomepanueti [73,74].

@axmopuwl pucka npu annoTKM obwecmea EBMT [75,76]:

o xponuuecxas ¢aza — () 6annos,

Gasza axcenepayuu — 1 6ann,

oracmuwill kpu3z — 2 6anna

o go3pacm menee 20 nem — () 6annos,

20—40 nem — 1 6ann,

oonee 40 nem — 2 6anna

o 8pems om nocmanosku ouacnosa 00 ainoTKM menee 1 2o0a — 0 6annos,
oonee 1 2o0a — 1 bann

o HLA-uoenmuunwiii cubnune — 0 6annos,

opyeue 0oHopwl — 1 ban

e Napa «OOHOP-AHCEHUWUHA — peyunuenm-myxncuunay — 1 bann,
0J1s1 Opyaux coyemanuil «0oHop—peyunuenmy — () 6annos.

3.2.2. ConpoBoauTeabHas Tepanus




[Ipy BO3HHMKHOBEHHH OCTPOTO WJIM XPOHUYECKOTO OOJEBOrO CHHIApPOMA TMAIMEHTY MPOBOIUTCS
oOe30onMBaroas Teparus COMMACHO CYIIECTBYIOLUIUM IpPOTOKoIaM oOe30onuBanus [77,78], B ToM
YUCJE€ MO0 TNOKa3aHUsIM — C IPUMEHEHUEM HAPKOTHUYECKUX M ICHXOTPOITHBIX JIEKAPCTBEHHBIX
MpenaparoB, € YYETOM BO3MOXHBIX MPOTHUBOINOKA3aHUM, CBSA3aHHBIX C LUTONEHUEW, HWHBIMU

KIIMHUYCCKNMU CUTYallUsIMU.

[Ipy pa3BuUTUU IUTONMEHUYECKUX WM TPOMOOTeMOPPAarudecKUX CHUHAPOMOB B XOZAE IMPOBEACHUU
teparmuu UTK wnm npyruMu npoTUBOOIYXOJIEBBIMH MpemnapaTaMu MOXKET BOZHUKHYTh HEOOXOAMMOCTh

B 3aMCCTHUTCIIBHBIX l“eMOTpaHC(i)YSI/I}IX KOMITIOHCHTOB KPOBH.

Cnez[yeT Y4€CTb, 4YTO Yy MNAaOMUCHTA MOIyT OBITh HCCTAHAAPTHLIC IIPOABICHHA 60J'I€3HI/I, a TaKxXe
COUYCTaHHUC KOHKpCTHOﬁ 00JIE3HU C APYIrUMH MATOJIOTHUAMU, YTO MOKCT OUKTOBATH JICHAIICMY Bpady

N3MCHCHUA B aJITOPUTMC BI)I60pa ONTUMAIbHON TaKTUKH JUArdHOCTHUKHU U JICYCHU .



4. PeaOuauranus

° PEKOMCHHyeTCﬂ BCEM IIAlIUCHTAM C XMJI ncuxonorudeckas ¥ colpaiabHas p€a6I/IJ'II/ITaHI/ISI C OCJIbIO

BOCCTAHOBJICHHUSI TICUXOJOTMYECKOI0 COCTOSIHUSA U collMaibHOM anantauuu [10].
YpoBenn yoeaureabHocTH pekomenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).
Kommenmapuu: Paboma no peabunumayuu 00IHCHA NPOBOOUMbCS HA HECKOJIbKUX YPOBHSX !

1. Hnousudyanvnas — paboma epaua-ecemamonoea ¢ NaAyueHmamu ¢ pazvicHeHuem 0CoOeHHOCmell
meuenusi 3a001e6aHus, NepPCneKmus NoaIHO20 BOCCMAHOBIEHUS 6 HNOBCEOHEBHOU  IHCUHUL,
COXpaneHus NPOOONHCUMENbHOCTNU HCUSHU CPABHUMO20 C NONYIAYUEH, BO3MONCHOCIIU COXPAHEHUS.
PenpOOVKMUBHOU (yHKYUU,; NpU He0OXOOUMOCIU KOHCYIbMAMUBHASI NOMOWb NCUXOMepanesma u/
unu  epava-ncuxuampa, — HazHauyeHue - HeoOXOOUMOU  JIeKAPCMBEHHOU  mepanuu U
HeMeOUKAMEeHMO3HbIX MeMO008 8030€lCMBUL.

2. Cemetinas — npedocmasienue ¢ paspeuieHus nayueHmos ¢ poOCmMEeHHUKAMU U ONUZKUM JTHOOAM
ungopmayuu 0 cocmosHuUU 300pP0BbS, PA3LACHEHUE HEeOOXO0OUMOCMU MOPAILHOU NOOOEPHCKU
NayueHmos ¢ Yeuvblo NOBLIUEHUS NPUBEPHCEHHOCMU JIeYEeHUI0 U YCKOPEHUsl 80CCMAHOBIeHUs
300p08bs;

3. [ pynnosas/nonynayuonuas — oopasoeanue u odoyueHue nayueHmos 8 pamkax «lllkon 6onvHwix
XMJD» ¢ npedocmasnenuem Hosetiuieli uHgopmayuyu 0 MexaHusMax pazeumusl, OOCMUNCEHUSIX 6
ouaznocmuke u nedenuu XMJI, memooax Koppekyuu HedxcelamenvHviX sA81eHUll mepanuu, oomMeH
ONbIMOM U B3AUMONOMOWL MeNHCOY NayueHmamu no npopheccCuoHalbHOU U COYUATLHOLL
peadunumayuu, 0OUeHUrO ¢ OPeaHamu 30paBoOXPaHeHUs: U COYUATbHOU 3aUUmul.

4. HecomueHHbIM OocmudiceHueM 8 0elle NCUXON02UHECKOU U COYUANbHOU peaduiumayuy nayueHmos
c XMJl 6 P® seusemcs wupoxkoe CcOmpyoHU4ecmeo medHcoy 6epavamu-eemMamonocamu u
obuecmeennol opeanuzayueti nayuenmos XMJI. Pesynomamom OanHo2co compyonuyecmea
a61semcs opeanuzayus u pezyisapHoe npogedenue «Lllkon 6onvnvix XMJI» npakmuuecku 6o 6cex

pecuoHax cCmpanbl C npusjledeHuem eedymux cneyuanucnios-ecemamaontocoes.

e PexomeHayercsi caHaTOPHO-KYpPOPTHOE JICUEHUE B CAHATOPUAX OOIIEro mpoduis mainueHTam c

ONTUMAaJbHBIM YPOBHEM OTBETa Ha Tepanuto XMJI [10].
YpoBenn yoeaureabHocTH pekoMenaanuii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbCTB — 5).

Kommenmapuu: Tpaouyuonnvle npeocmasieHusi 0 HAIUYUU NPOMUBONOKA3AHUL K JH0OOMY 8UOY
Quzuomepanesmuyecko2o U CAHAMOPHO-KYPOPMHO20 JeyeHusi nayuenmog ¢ XMJI 6 snoxy 00
snedpenusi UTK 6 nacmoswee epems noogepeaiomest nepecmompy. Obujenpunsimolx pekomeHoayuil 6
Hacmosiuee 8pemMsi He Cywecmeayenm, 0OHAKO, NPU HATUYUU Y NAYUEHMOE 2yOOKUX YpOsHell omeema
(I11]O, BFMO) cnedyem Oonycmumo JieyeHue mMaxKux NAyueHmo8 6 MeCmHbIX CAHAMOPUSAX C
UCNONb308AHUEM  (DUUOMEPANEBMUYECKUX MEMOO08 JNOKANbHO20 —6030elicmeus. Bo3modcHbimu
NPOBOYUPYIOWUMU (PAKMOPAMU YXYOUEHUS MeYeHUs. 3a001e8anusi Mo2ym Oblmb YIbmpagpuonemosoe
oonyuenue  (uHconayusy), Memoovbl  INEKMPOMASHUMHO20  B030elicmeus.  JlononHumenbHbiMuU

NPOMUBONOKAZAHUAMU MO2YM A8NAMbCSA NPOsGIeHUs No00uUHbIX d¢hdhexkmos mepanuu UTK.



S. IIpopunakTuka

B cBsI3u ¢ HEBO3MOXKHOCTBIO B HACTOSIIIEE BPEMSs BBIICIUTH 3THOJOTHUYECKUE (HaKTOPhl 3a00JeBaHUS
pa3paboTKa KOHKPETHBIX pEeKOMEHAAlMi mo nepBu4HOW npodunaktuke XMJI B Hacrosiee Bpems

HCBO3MOXXHA.

[Tocne BbIsiBIIeHHS 3a0osieBaHUsI HauOosiee BaXKHBIMU (haKTOpaMU COXPAHEHMS JKU3HU U 3]I0POBBS
TAIIMEHTOB SIBJISIOTCS KaK MOXKHO Oojiee ObicTpoe Havayno Tepanuu UTK u crporas mpuBepKeHHOCTD

MaIMEeHTa K BHIMOJHEHUIO PEKOMEH AN 10 JICUCHUIO 1 MOHUTOPUHTY OoTBeTa Ha Tepanuto [10,11].

CoBpeMeHHOE MEIUMKaMEHTO3HOE JeueHue manueHToB ¢ XMJI sBisieTcs BBICOKOI(P(PEKTUBHBIM Y
MOJIABTISIFOIIETO OOJIBIIMHCTBA MAIMEHTOB. MiMeromuecs: peKOMEeHIaluK 10 KOHTPOJIII0 HEeXKEeNaTeIbHbIX
siaeHui MTK u BO3MOXHOCTH ajabTEpHATHBHOTO BBIOOpA IMpemaparoB IO3BOISET IMPAKTHYECKHU

INOJTHOCTBIO COXPAHUTD (I)I/I3I/I‘-IGCKOG COCTOSIHHUE U HOBCCI[HGBHBIﬁ YPOBCHbL aKTUBHOCTH.

e Pexomenayercssi BcemM mamueHtamMm ¢ XMJI mpodwunaktuka (OHOBBIX MPEIOMYXOJIEBBIX
3a00J€BaHU W  COCTOSIHUM, MPHUBEPKEHHOCTh 3I0pPOBOMY 00pa3zy KHU3HHU, HCKIIOUYEHHE
XPOHUYECKUX WHTOKCUKAllUM, OrpaHWYEHHWE KOHTAKTa C BPEOHBIMU HPOU3BOICTBEHHBIMU

dakTopamu, ydactue B MeponpusaTusx aucnancepusamnuu [10,11].
YpoBeHnsb yoeaureabHocTH pekoMeHaanuili — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJIbCTB — 5).

o Pexomenayercss BcemM mamueHtam ¢ XMJI nucmancepHoe HAOMIOACHHWE I OLEHKH

3¢ dEKTUBHOCTH TEPAINHU, KOHTPOJIS MOOOYHBIX IEUCTBUHN U JIeKapcTBEHHOM TokcuunocT [10,11].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuii — C (ypoBeHb JOCTOBEPHOCTH 10KA3aTEJNbCTB — 5).

Kommenmapuu: {ucnancepnoe nabnoodenue npoBoOUmMcs 8pavyoM-2eMamono2om, ad HNpu e2o
OMCYMCMBUU  BPAYOM-OHKOJIO2OM UIU mepaneemom. Junamuueckoe Habawooenue HeobX00UMo
nposooums He pexce 1 paza 6 mpumecmp Ha NPOMANCEHUU NEPBO2O 200a mepanuu u He pedice 1 pasza 6

nony2ooue 8 nociedyroujem nepuooe mepanuu.

OpraHmaunﬂ OKAa3aHHuA MeJII/IIII/IHCKOﬁ IMOMOIIIH

MenuuuHcKasi HOMOILlb, 33 UCKJIFOYEHHEM MEIUIIMHCKOM MOMOIIM B paMKaxX KJIMHUYECKOM anpobaiuu,
B COOTBETCTBHH ¢ (herepaibHbiM 3akoHOM OT 21.11.2011 N 323-D3 (pex. ot 25.05.2019) «O6 ocHoOBax

OXpaHbI 3A0POBBA I'paXXJIaH B Poccuiickoi CDez[epaLu/II/I» OPraHU3yCTCA U OKA3bIBACTCS:

1. B COOTBETCTBUM C TOJOXKEHHEM 00 OpraHM3alMKM OKa3aHWS MEIUIIMHCKOW ITOMOIIM IO BHIAM
MEIUIUHCKOW TOMOILM, KOTOPOE YTBEPKIAETCS YIIOJIHOMOYEHHBIM (eiepaqbHbIM OpraHoM
WCTIOJIHUTEIBHOM BIIACTH;

2. B COOTBETCTBHH C MOPSIKOM OKa3aHHUS MTOMOIIU 0 TPO(PHUITIO «TeMaTOJIOTHS», 00sS3aTeIbHBIM JIJIS
HCToTHEeHUs Ha Tepputopun Poccuiickonn denepanuyu BCeMU MEAUIIMHCKUMU OPTaHU3alUsIMU;

3. Ha OCHOBE HACTOAIINX KIMHUYCCKHUX pCKOMCH,Z[aI_[I/II\/JI;



4. ¢ YUC€TOM CTAaHJApTOB MGJIHHHHCKOﬁ rnmoMoniu, yTBEpPKACHHBIX YIIOJIHOMOYCHHBIM (beﬂepaHI)HI)IM

OpraHoOM HCITOJITHUTEIILHON BJIACTH.

[Ipu BeIBACHUN y GombHOTO XMJI MM MOMO3pEHUU HA HETO BpayU-TEPAIeBTHI, BPauU-TE€PareBTHI
Yy4aCTKOBBIE, BpauM 001N TPAaKTUKH (CEMEWHbIE Bpauu), BpauH-CIIELUAIUCThI, CPETHUE MEIULIUMHCKNE
pabOTHUKM B YCTAaHOBJIEHHOM TMOPSIKE HAMpaBISIIOT OOJIbBHOIO HAa KOHCYJBTAllMI0O B IEHTP
aMOyJTaTOPHOM TeMAaTOJIOTHYECKONH/OHKOJIOTHISCKON TTOMOIIH MO0 B MEPBUYHBIA TeMaTOIOTHIECKHI
KaOWHET, IEPBUYHOE TeMaTOJIOTHUYECKOe OTNEJICHUE MEAWIIMHCKOW OpraHW3aliH AJis OKa3aHHs €My

HepBH‘{HOﬁ CHCL[I/IaJII/I?)I/IpOBaHHOﬁ MeZIHKo-caHHTapHOﬁ ITIOMOIIIH.

Bpau-remaronor amOynaTopHOTO WM CTAIlMOHAPHOTO 3BEHA TeMaTOJIOTMYECKON MOMOIIU OpraHU3yeT
BBITIOJIHEHUE JIMAaTHOCTUYECKUX MCCIIEIOBAHUM, HEOOXOAMMBIX JJIsl YCTAHOBJIEHHUS JUArHo3a, BKIoYas

PacrpoCTPaHEHHOCTh U CTAUI0 3a00JICBaHMUS.

B CJIyda€ HCBO3MOXHOCTHU TPOBCACHUSA AWMATHOCTHUYCCKHUX I/ICCJ'ICI[OBaHI/II\/JI MagyuCHT HAIIpaBJIACTCA
JieqamyuM BpadoM B MCIAHUIMHCKYIO OpTraHU3allvuio, OKA3bIBAIOITYI0 MCINUIMHCKYIO ITOMOIIb OOJILHBIM C
reMaToJIOTNYEeCKUMH 3a00JIeBaHUSIMHU JJIs1 YCTAHOBJICHUS IUArHo3a U OKa3aHusd CHGHH&HHSHpOBaHHOﬁ,

B TOM YHCJI€ BEICOKOTEXHOJIOTMYHOM, METUITMHCKON ITOMOIIIH.

[Ipn BeIABIIeHMHM XMJI WM nogo3peHnH Ha HEro B XOJ€ OKAa3aHUs CKOPOM MEAUIMHCKOM ITOMOIIH
00JIBLHOTO TEPEBOASAT WM HANPABISIOT B MEIUIIMHCKUE OPTraHU3allH, OKa3bIBAIOLIUE METUIIMHCKYIO
MOMOIIb OONHHBIM C TEMATOJOTHYECKUMH 3a00JICBAaHUSAMH, NJIS ONpEACNCHUs TAKTUKU BEICHUS U
HEOOXOJMMOCTH  NPUMEHEHHUS  JIONOJHUTEIBHO  JIPYTMX  METOIOB  CIELUAJIU3UPOBAHHOTO

IIPOTHUBOOITYXOJICBOTO JICUCHUA.

Crnenmanu3upoBaHHas, B TOM YHCJIE BBICOKOTEXHOJOTHYHAS, MEAMIIMHCKAS IOMOIIb OKa3bIBACTCS
BpauaMHU-T€MaroJIoraMd B MEIUIMHCKUX OpraHU3aIMAX, OKa3bIBAIOIIUX MEIUIMHCKYIO ITOMOIIh
oompHBIM  XMJI, wuMemmMX JUIEH3UI0, HEOOXOAMMYK  MaTepHaIbHO-TEXHHUYECKYI0  0a3y,
CepTU(UIIMPOBAHHBIX CIICIIMAIIMCTOB, B CTAIIMOHAPHBIX YCIOBHUSAX M YCIIOBHIX THEBHOTO CTaIlMOHApa 1
BKJIIOYaeT B ce0sd TpoHuiIakTUKy, JMAarHOCTUKY, JICUCHHWE TeMaTOJOTUYECKHX 3a00JIeBaHMIA,
TPEOYIOIMX HCIIOJIB30BAHUS CIICIUATBHBIX METOJIOB U CIIOKHBIX YHHKAJbHBIX MEIUIIMHCKHUX

TEXHOJIOTHH, a TAaK)Ke METUIIMHCKYIO PEaOHIUTAIIHIO.

B mMemunuHCKOM OpraHu3aiuy, OKa3bIBAIOIIEH MEIUIMHCKYI0 TOMOIb OoibHbIM XMJI, TakTHka
MEJUIIMHCKOTO OOCJICIOBAHMS U JICUCHUS YCTAHABIMBACTCSI BpauaMH-T€MaTOJIOTaMH C TIPUBJICUCHUEM
MpH  HEOOXOAWMOCTH APYTHX BpaueH-CIICIUAINCTOB, NPH HEOOXOAUMOCTH — C IIPOBEACHUEM
KOHCWIMyMa. Pelmienne koHcwiMymMa Bpadue  odopmiisieTcs  MPOTOKOJIOM, — IMOANMHMCHIBACTCS

Y4aCTHUKaMU KOHCUJIINYMa Bpaqeﬁ U BHOCUTCS B MCAUIHNHCKYIO JTOKYMCHTAIIUIO OOJILHOTO.

IlokazaHuss K TrOCHUTAIM3alMUd B KPYIIOCYTOYHBIM WJIM JHEBHOM CTallMOHAp MEIULMHCKOU
OpraHW3alli{, OKAa3bIBAIOLICH CIELUAIU3UPOBAHHYIO, B TOM YHUCJIE BBICOKOTEXHOJIOTMYHYIO,
MEIMLMHCKYI0 TIOMOIIb 10 TPOPUII0 «TEMATOJOTHs» OMNPEACAIOTCS BpayoOM-IeMaTolIorom/

KOHCHJINYMOM Bpadeil ¢ MPUBJICYCHUEM TIPU HEOOXOAMMOCTH JPYTHX Bpadeii-CrelnaaIucTOB.

IToxa3zanusa aJ19 NJIAHOBOW rOCIIUTAJIN3ANNHA:



1) mpoBeneHue TUIAHOBBIX TpaHC(y3uid KOMIIOHEHTOB KPOBU TPH aHEMHUH, TPOMOOIMTONIECHUU 3

CTCIICHU,

2) xoppekius mobounbix 3gdexron Tepanuu XMJI, Bkitouas Tepanuio HHTHOUTOPaMH THPO3ZUHKUHA3,

OMUTOCTATUYCCKHUMMU IIpCrIapaTraMu,

3)  HeoOXOOWMOCTh TIPOBEACHHS OOCIEeIOBAaHUS B YCIOBHSAX CTalldOHapa C IEJIbI0 BBIOOpa

ONTUMAJIbHOM TaKTHUKH BCACHUA ITAaLITMCHTA,

4) mpoBeneHUE IJIAHOBOM Tepalud HHTHOMTOpaMU THUPO3WHKHHA3, LIUTO-CTATUYECKOM Tepanuu y
MalMEHTOB C KOMIUIEKCHOW COIyTCTBYIOIICH MarTojoruen, Tpelyromeld HaOMIOACHUS B YCIOBHIX

craguoHapa.
Iloka3zanus aJist 3KCTpeHHOﬁ rocunuraJau3anmm:

1) nmnpoBeaeHwe  CpoOYHBIX  TpaHCPyY3UHd  KOMIIOHEHTOB  KPOBU IpPU  TPOMOOLMUTOIECHHH,

COTMPOBOXKIAIOLIEHCS TEMOPPArHYECKUM CUHJIPOMOM, AaHEMHUH 4 CTEIICHU;

2) OCTPO BO3HHKIIIE COCTOSHUS, BKIIt0Yask NH(PEKIIMOHHBIC OCIOKHEHUS M TOKCUYHOCTh Tepanuu 3—4
CTENEHU TOCJE MPOBEACHHBIX KYPCOB TE€pAMK LHUTOCTATUUECKUMU MpernapaTaMu UM UHTHOUTOpaMu

TUPO3UHKWHA3;

3) KOppEKLHUS KU3HEYTPOKAIOIIHNX COCTOSHUM.

IHoka3zaHus K BbINMCKE NALMEHTA U3 CTAIMOHAPA:

1) KynupoBaHH€E OCTPBIX, )KMU3HEYTPOKAIOIINX U UHBIX COCTOSHUM, MPUBEALINX K TOCIUTAIN3ALINY;
2) BOBMOXHOCTbH MPOJIOJKEHUS JICUCHUSI B aMOYJIaTOPHBIX YCIOBUSX;

3) orka3 OOJBHOIO WJIM €ro 3aKOHHOIO MPEICTABUTENS OT CHEIUAIU3UPOBAHHOM, B TOM 4YHUCIE
BBICOKOTEXHOJIOTUYHOM, MEAMIIMHCKOW TMOMOIIM B YCJIOBHSIX KpPYIIIOCYTOYHOTO WU JHEBHOTO
CTAallMOHApa, YCTAHOBJIECHHOW  KOHCWJIMYMOM  MEIWUHMHCKOM  OpraHu3aluM, OKa3bIBAIOLIEH
MEAMIMHCKYIO0 IOMOIIb MO MNPOQUIKD «reMATOJOTHUs MPU YCIOBUM OTCYTCTBUS OCJIOKHEHUU
OCHOBHOTO 3a00JIeBaHUS W/MIW JICUCHHUS, TPEOYIOIIUX MEAUKAMEHTO3HOM KOPPEKIUU W/UIU

MCINIHNHCKUX BMCIIATCILCTB B CTALITMOHAPHBIX YCIOBUAX,

4) B ciyyasix HECOOJIONEHMSI TAIMEHTOM IMpEeANHCAaHUN WIM MpPaBUJI BHYTPEHHEro paclopsiaka
Ne4eOHO-TIPOPUITAKTUIECKOTO YUPEXKICHUS, €CIM 3TO HE YIpOKaeT KU3HU MaIlMeHTa U 30POBBIO

OKPYXKaloIIuX;

5) HeoOXoAMMOCTH TMepeBoja OOJIBHOTO B JAPYryl0  MEAUIMHCKYIO  OpPTaHU3aluio IO

COOTBETCTBYIOIIEMY TTPOQHITIO OKa3aHUS MEIUIIMHCKON TTIOMOIITH.

3aKiIoueHre O LEeNeco00pa3HOCTH NepeBoja OOIBHOIO B MPO(YUIBHYI0 MEIUIMHCKYIO OpPTaHU3aLUI0

OCYHICCTBILICTCA IIOCITIC HpCHBapHTeHBHOﬁ KOHCYJIbTAallU 110 IIPCAOCTABJIICHHBIM MCIAWIHNHCKUM



JOKYMCHTaM W/ npeaABaApUTCIbHOIO OCMOTpa 0O0JILHOTO BpadaMHu-CIICIHAJIUCTaMHU MGHHHHHCKOﬁ

OpraHu3alliy, B KOTOPYIO IIJIAHUPYETCS IEPEBO/L.



6. JlonoaHuTeabHAsA HHGOPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUSA

TakTuka BeleHUs NAIMEHTA MPU PA3BUTHH HeKeJIaTeJbHbIX siBJeHul Tepanuu UTK

AnTmnelikemudyeckuit 3pdext spnsercs Oe3ycnoBHbIM mpuoputreroM Tepanuu XMJI. Opgnako nns
COXPAaHEHMs IPHUHILMIIA MAKCUMAJIBHOIO U IOCTOSHHOIO BO3JCHCTBUS HA OIIyXOJIEBBIM KJIOH BAa)KHO
CBECTH K MHUHMMYMY HeXenarelbHble 3((QEeKThl TepanuH, YYUTbIBas HEOOXOAUMOCTH JJIUTEIBHOIO

npuema npemnapatos [10,11].

BonbmmucTBO HexenarenbHbIX 3PdekroB Tepanuun WUTK SABIsOTCS XOpOIIO KOHTPOIHPYEMBIMU,
HU3KOM CTeNeHU TOKCHYHOCTH. OTIaaeHHbIC pe3ylibTaThl MPUMEHEHU UMaTUHUOA™* B TeueHue Ooree
15 net He BBISBUIIN JOMOJHUTEIBHBIX WA KU3HEYTPOXKAIOIIUX SIBICHUM TOKCUYHOCTHU. [IprMeHeHue
NTK2 umeeT MeHbIINN CPOK HAOIIONEHUS, JAHHBIE O HOBBIX HEXKEJIATENbHBIX SIBICHUSX TPOIOJIKAIOT

HaKaIlJIMBATLCsI B HACTOAIICC BPCMHI.

Tokcuunocth Tepanuu Ha ¢Qone npumenenuss UTK MoxHO pa3nenuTh Ha reMaToJIOrHMYEcKyl0 U He
remMaTojaornyeckyro. CTeneHb BhIPaKEHHOCTH HEXKEJIATEIbHBIX SIBJICHUN OLICHUBAIOT B COOTBETCTBUU C
kpurepusimu TokcnyHoctd CTCAE ver 5.0 [79]. Hexoropsie Buabl TokcuuHoctd UTK npencraBneHsl

B nipuioxenuu I'1.
I'emaTosioruyeckass TOKCMYHOCTH

K remaronorudyecko TOKCMYHOCTH OTHOCHUTCS CHMIKCHHE YPOBH: I‘GMOI‘J'IO6I/IH21, HeﬁTpOHeHHH nu

TPOMOOLIMTONIEHUSI.

Anemus mo0oit cteneHu Bo Bcex ¢azax XMJI He sBHsSeTcs MOKa3aHHEM K MPEPHIBAHUIO Teparuu
UTK. IlokazaHo AOMOTHUTENBbHOE 00CIeI0BaHIE MAlMEHTa ISl HCKIIIOUSHHSI IPYTUX MPUYHH aHEMUH,
C YYeTOM KIWHHUYECKON cutTyauuu. llpu KIMHUYECKM 3HAYMMbBIX MPOSABICHUAX AHEMHUYECKOIO
CHHIpOMA TIOKa3aHbl  3aMECTHTENIbHBIC  TpaHCPY3UH  SPUTPOIUTAPHON  MacChl  (B3BECH).
LenecooOpa3HOCTh Ha3HAYEHUS TPENapaToB SPUTPONOITHUHA sBJsETCs criopHOU. [Ipu HelTponenuu u
TpoMOonuTonennu 1-2 crenenu B a000it paze XMJI cumxenus no3sl UTK u nepepbIBoB B JeueHUn
He TpeOyercs. B X XMJI nmpu 3-4 cTeneHW HEUTPOIICHWH W/WIW TPOMOOIMTOIICHHH ITOKa3aHa

BpeMmeHHas orMeHa MTK ¢ koHTpoJieM KIMHUYECKOTO aHajii3a KpOBU OJIMH pa3 B Hegemnto [10,11].

Ilocie BOCCTAHOBIEHHS aGCOMIOTHOTO umcia Heiitpodmiaos (AUH) mo yposms Gomee 1,0 x 10%/m,
TpombomToB Gosee 50 x 10°/1 Bo3o6HOBHTS Tepamuio UTK) [10,11].

e €CIIM MEpephIB B JICUCHUN COCTABUT MEHEE 2 He/elb, JICUCHHE BO30OHOBISIETCS B MPEXKHEH 103e,
pu nepepsiBe Oosiee 2 HeJeNb — B CHUKEHHOM Ha OJIMH ypOBEHb J103€ (cM. Tabu. 4 u Tali. 5 — 10356l
UTK);

« ecmu no3a UTK panee Oblia CHIKEHA, TP CTAOMIBHBIX TIOKA3aTEIsIX TeMOrpaMMbl depe3 1 Mecsir
1iesiecoo0pa3Ho BO3BpAIICHUE K CTAaHAAPTHOMN T03UPOBKE;

e MPU JUTUTCIHHBIX HEUTPOIICHHUSX BO3MOXXHO KPATKOBPEMEHHOE MPUMEHECHHE TPaHYJIOIUTAPHOTO

konoHuectTumyupytomero ¢gakropa (I'-KC®D): ¢unrpactum B 103€¢ 5 MKI/KT/CYT MOAKOXHO, MPHU



orcytcTBUu 3ddekra ot BBeAeHUs [-KCD neoOxommma penykius mo3pl win cmeHa WTK,
IIPUHMMAsi BO BHUMAHME PE3ysIbTaThbl OLEHKH JIEMKO3HOTO KJIOHA — YpoBeHb BCR-ABL;

e TPU JJIUTEIHHBIX MOBTOPHBIX LUTOMEHUSIX HEOOXOIMMO MPOBECTU OOCieNoBaHUE (MUEIOorpamMma,
TMCTOJIOTMYECKOE HCCIIEI0OBAaHUE KOCTHOIO MO3ra) C LEJIbI0 HCKIIOUEHUS IPOrpEeCCUpPOBAHUS

3aboseBaHusl, pa3BuTus GudpPo3a KOCTHOTO MO3Ta.

B ®A u BK XMJI naxe npu HaJIUYUU HEUTPONEHUU W TPOMOOIMUTONEHUU 3—4 CTeneHed C LEebIo
UHIYKIUK peMuccuu B TeueHue nepBbix 4 Hepenb tepanus UTK He momkna npepwiBathes. Ilpu
TpoMOonMTOnieHnn  3-4  CTENneHH, TIeMOpPpParuueckoM CHHAPOME  IOKa3aHbl  TpaHCPy3uu
TPOMOOIIMTApPHOTO KOHIEHTpara. Ecnmu muenocynpeccust coxpassieTcss mocie | Mecsia Tepanuu,
MOKa3aHO BBINOJHEHUE CTEPHAIBHOM MYHKIMM C MOJACYETOM MUEIOIPaAMMBbI ISl HUCKIIFOUEHUS

nporpeccupoBanus 3adoneanus [10,11].

[Ipu uucne OmacTHBIX KJIETOK MeHee 5 % ¥ CHUKEHUM KIETOYHOCTH KOCTHOTO MO3ra CIleAyeT
MPOJIOJKUTH MEpepbIB B Tepanuu. KOHTpoJIb KIMHUYECKOTO aHalln3a KPOBU MPOBOJIUTH HE pexe | pasza
B Hezaeno. Bo3oOHOBUTH Tepanuto mnocie BoccrtaHoBienuss AYH no ypoBust 6ornee 0,5 x 10%/1 u
TpombonuToB Oojyee 50 X 10%/m. [Ipu noBTOpHOM BO3HMKHOBEHHMH Muenocynpeccun go3a UTK
JOTKHA OBITh CHIDKEHA. [Ipu AMMTeNbHBIX W/UIU MOBTOPHBIX AMU30/1aX HEUTPOIICHUH M OTCYTCTBUU

6macTo3a B nepudepuyueckoil KpoBH M KOCTHOM MO3Te BO3MOkHO nipuMmeHeHue [ -KC®D [80];

[Tpu nanuuuu 6onee 5 % 01aCTOB M THMEPKIETOUHOM KOCTHOM MO3T€ JTOJIKEH ObITh 00CYKI€H BOIPOC
00 m3MeHeHMHM TakTHKU Teparnuu. [Ipm mepexmouenun c¢ ogHoro UTK nHa apyroit cymiectByer
BEPOSITHOCTb Pa3BUTUS NIEPEKPECTHON TeMAaTOJIOTMYECKONM TOKCUYHOCTH, TaK KaK pa3BUTHE TOPIUIAHBIX
nuroneHu 'y mnanueHtoB XMJI, mo-BuauMomy, B OOJBIIEH CTENEHH CBA3aHO HE CTOJLKO C
ocobeHHOCTSIMU JfieiicTBUsST KOHKpeTHOro MTK, ckombko €O CHMXKEHHEM pPEe3epBOB HOPMAIHHOTO
KPOBETBOPEHHUSA. DTO O0COOEHHO SIPKO MPOSBISIETCS Y MAllMEHTOB C MPOABUHYThIMU ¢azamu XMJI, a
TaKXXe y IMalMEHTOB C PE3UCTEHTHOCTHIO K 1-2 nuanu tepanuu U TK. IIpu noBTOpHBIX IUTONIEHHUSIX 3—
4 creneHu, KOTOpble 3arpyaHsArOT mpoBenaeHue Ttepanuu WTK B HenpepblIBHOM peXHME U,
COOTBETCTBEHHO, CIOCOOCTBYIOT CHWXEHHUIO 3()PEKTUBHOCTH JICUCHHUS, TIIOKAa3aHO OOCYKIECHUE

Borpoca o BeinojHeHuu ao TT'CK.
Heremarosiornyeckasi TOKCHYHOCTh

ITomumo remaronornyeckoit TokcngHoctu Tepanust MTK MoxeT 0ClIoKHATECSA U IPYTUMH TIOOOYHBIMU
s pexramu, CBA3aHHBIMU JIUIIb C OTHOCUTEIbHOU CcelleKTUBHOCThI0 ITK 1 BO3MOXKHOCTBIO BIMSHMUS
Ha IIUPOKUNA CHEKTP THPO3MHKMHA3, PErYIUPYIOLIUX pPA3JIMYHbIE MPOLECCHl KU3HEAESATENbHOCTH
opranu3ma. Haunbonee vacteiMu nmobounsiMu dddexramu neuenuss UTK sBusgiores TomHoTa, pBoTa,
auapesi, 3a7epikKKa KUJIKOCTH C PAa3BUTHEM OTEKOB, KOXKHAsl ChIlb, 3y, CJIA00CTh, HapyIlIECHUS CHa,
0011 B MbIIIIax u cyctaBax. OcoOeHHOE 3HAY€HHE JTaHHbIE TOOOUHBIE SIBICHUSI TPUOOPETAIOT B CBSI3U
C HEoOXOAMMOCTBhIO mocTosHHOTO mpuema mnpemnaparoB UTK. [laxxe HeGombiias BBIPaXXEHHOCTD
IIOCTOSIHHO CYHIECTBYIOLIUX TOOOUHBIX A3PPEKTOB MOKET IPUBOINUTH K CHUKEHUIO IPUBEPKEHHOCTH K
JeYyeHUI0 (KOMILJIAEHTHOCTH) — IPOIyCcKaM IpHueMa JIMOO CHMKEHHUIO J103bl Ipernapara NalueHTaMu,
4YTO BEAET K CHWXEHUIO >PQexTuBHOCTU Tepanuu. [Ipodunu HeremaTonornyecko TOKCUYHOCTH

uMaTuHNOa™*, HUmoTnHMOA™*, nazaTuHMOa™** 1 603yTHHMOA OTINYAFOTCSI.



[Ipy BO3BHMKHOBEHHWU HET€MAaTOJOTUYECKON TOKCHYHOCTH cieayeT auddepeHnmnpoBarh MoOOYHBIC
s¢dextsl Tepanuu MTK 0T BO3MOXKHBIX KIMHUYECKUX MPOSBICHUN COMYTCTBYIOLIUMX 3a00J€BaHUM.
LenecooOpa3Ho JOMOMHUTENbHOE 00CIEeI0BaHUE MALMEHTA IJIsl UCKJIIOUEHUS ApYyroil maronoruu. s

MHUHHUMU3alN SIBICHUN TOKCUYHOCTH Tpe6yeTcsI aICKBaTHaA CUMIITOMAaTHYCCKaA TCPaAIIrs.

OOmasi TakTUKa BEIEHUS MAllMeHTOB NPHU Pa3JIMYHbIX MPOSBICHUAX HETeMaTOJIOrMYeCKOU
tokcnunoctd Ha Qone UTK mpencrasnena B Tabm. 10. CrnemyeT mogu4epKHYTh, YTO TMEPEPHIBHI B
JICYEHUW U CHIDKEHUE J03bI TOMYCTUMBI TIPH JUTUTEIBHBIX W/WUIU TTOBTOPHBIX IMHU30/IaX TOKCUYHOCTH 2
CTEIIEHU U MPU OJHOKPATHOU ToOKkcHMYHOCTHU 3-4 crenenu. Henepenocumocts Tepanuu UTK Bo3MoxkHO
KOHCTaTUPOBATh MPHU ATUTENbHOM (Oosee 2—3 Mec.) COXpaHEHUU SIBICHUI TOKCUMYHOCTH 2 CTEIEeHU
MpU  YCIIOBHM AaJICKBaTHOM CONPOBOAMUTENBHON Tepanuu, a TakKXe IpU IOBTOPHBIX SBICHUAX
TOKCMYHOCTU 3—4 crenenu. HenmepeHocuMOCTh Tepanuu sBIIE€TCs IOKa3aHUEM K IIEpEBO/lY Ha JIpyrou
NTK, Tak xak npo¢uiab HEreMaroJorMueCcKol TOKCMYHOCTU Y IMpEenaparoB pa3Hbli, U MEepeKpecTHas

HeNepeHOCUMOCTh MUHUMalbHas [10,11].

Tabéauua 10. O0mias TakTHKa Tepanuu Ipyu Heremaronorudeckoi Tokenunoctu UTK

CreneHb TOKCUYHOCTH TakTuka Tepanum

CreneHb 1 [MepepblBOB B JIEYEHUM U CHUXKEHUS A03bl HE TpebyeTcs

CreneHb 2:

- OIMTENbHOCTb <74HeW MepepbIBOB B IEYEHUN U CHUXEHUA A03bl HE TpebyeTcs
MpeanoYTUTENBHO OTMEHUTL JIEYEHME; NOCNE pa3peLlleHuns

- AIMTENbHOCTb >7 AHel TOKCMYHOCTU MeHee 2 CTeneHn BO306HOBUTL SleyeHune

WAN NpU MOBTOPHbIX Mpwn nepepbiBe MeHee 28 AHel BO30O6HOBUTL NeveHne

BO3HMKHOBEHMSAX TOKCUYHOCTHU B NMpexHewn nose, bonee 28 AHeN — CHUXEHNE 403bl

Ha OAMH YpPOBEHb

Ecnu HeT HapacTaHusa TOKCUYHOCTU Ha (oHe
CHUXXEHHOI [103bl B TeueHne 1 Mecaua,
uenecoobpaseH BO3BpaT K CTaHAapTHOM Jo3e

CreneHb 3 nnu 4 OTMEHUTb JlIeYEeHMEe; MNOCNE YMEHbLUEHUSI TOKCMUYHOCTU <2 CTeMNeHW BO306HOBUTb
neyeHne B CHUXXEHHOM

Ha OAWH ypOBEHb [103€e

Mpy ANUTENBHOCTU TOKCUYHOCTU 60siee 28 AHEel, MOBTOPHbLIX 3MM304aX TOrO e
BMAA TOKCMYHOCTM MOKa3aH nepesoj

Ha ApYyryto Tepanuio

CnemgyeT OTMETUTb, YTO TPEBBIINICHHUE HEKOTOPHIX MapaMeTpoB (TaKUX KaK YPOBEHb XOJIECTEPUHA)
dopmansHo ompenensembix B mpenenax I[-II cremenn mo kputepusim CTCAE, mpu Tepanun
HWIOTHHUOOM™* TpebyeT 0co00ro BHMMaHUS M KOPPEKIMH, C YYETOM MOBBIIICHHONW BEPOATHOCTH
pPa3BUTHSL HIIEMUYECKUX COCYAMCTBIX COOBITMM 0pu NpUMEHEHHH 3Toro mnpenapara [31,39].
[IneBpanbHbIe BBIMOTHI TPHU Tepanuu Aa3zaTHHHOOM™*, HecmoTps Ha ompenensemyio no CTCAE
HU3KYIO CTENEHb TOKCUYHOCTH, HE BCErJa MO3BOJSIOT MPOAOIKUTH TEPANUIO B MOCTOSSHHOM PEXUME
u3-3a peuuauBupytomero xapaxkrepa [26,29]. Huapes 1-2 crenenn no CTCAE npu Ttepanuun
003yTHHUOOM MOXKET 3HAYUTENBHO YXYAIIAaTh KaYeCTBO JKU3HU MAI[MEHTOB, OJIHAKO XOPOIIO MOIAETCs

KOPPEKILUU CO CHUKEHUEM CTEIEHU BBIPA)KEHHOCTU M YaCTOTHI Pa3BUTHS B XO€ JieueHus [33].

TakTuka TCpalluu IIPU OTACJIBHBLIX BHJAAaX HCT! €MaTOJIOTUUE€CKON TOKCUYHOCTHU Tpe6yeT OTACIIBHOTO

paccMOTpEeHHUS.
HawnGosee yacTpbie iBJIeHUS] HETeMATOJIOTHYECKONH TOKCHIHOCTH

Funepxo.flecmepunemu;l U DUCK uuiemuuecKkux cocybucmblx coovimuii



Hapymenune merabonu3mMa JMMHUIOB M TUIIEPXOJECTEPUHEMHUS OTMEUYEHBI y 22 % MalMeHTOB TpH
OPUMEHEHUM HUJIOTHMHMOA™™, TOorma kak Opu NPUMEHEHUHM HuMarhuHuba*™* tompko y 3 %; 3710
HEXeJIaTeIbHOE SIBJICHHE MOXKET ObITh 3apErMCTPUPOBAHO YKe uepe3 3 Mecslla nmpueMa HUJI0TUHHOa ™ *
u OBUIO acCCOIMMPOBAHO C BO3HUKHOBEHHEM HIIEMUYECKUX COCYAUCTBIX COOBITHH, B YaCTHOCTHU
OKKJTto3uel nepudepuueckux aprepuii [31,39]. Yposens xonecrepuna 6omnee 240 mr/mt (6,2 MMOIIB/JT)
MIPU3HAH [TOKAa3aTeIeM BBICOKOTO pUCKa. B cOOTBETCTBUU C pyKOBOACTBOM AMEPUKAaHCKOM accolualuu
KIMHAYeCKUX dHI0KpHHOJI0TOB (AACE) runepxonectepuHeMus TakkKe SBISETCA OAHUM U3 (DaKTOPOB,

BKJIFOUEHHBIX B IIKaJIy pUCKa cMepTH OT cocyaucThix coobituit SCORE [81].

l'unepxonecrepuHeMus MOXKET OBITh CHUXKEHA IIPU KOMIUIEKCHOM MPUMEHEHUU HEMEAMKAMEHTO3HBIX
METOJIOB: AMeTa, pu3nyeckas Harpys3ka, a TakKe YCIEIIHO MOAAeTCsl MEAUKAMEHTO3HOW KOPPEKIIHH
IpU NPUMEHEHUH PAa3JIMYHBIX TUIOJUIUIAEMUYECKUX IPEenaparoB, K mnpumepy, uHruouropos I'MI'-
KoA penykra3pl (cratunoB). CiienoBaTenbHO, JIEHCTBUS, HANpaBICHHbIE HAa CHU)KEHUE YPOBHS
XOJIECTEpUHA, SBISIOTCA IEIeCOO0Pa3HBIMHU JUIsl CHIDKEHUS PHCKAa COCYIUCTBIX HIIEMHYECKUX
coObITuil y marieHToB ¢ XMJI. IleneBbie ypoBHU X0necTeprHa U ero areporeHHbIX (pakmmii (JITTHIT)
noApOOHO OCBElIeHbl B PoccHICKMX pPEKOMEHAALMSIX 0 JUArHOCTUKE M KOPPEKUUU HapyLIEHUM
JUTIHATHOTO OOMEHA C MEeNIbI0 MPO(PMITAKTUKY U JIeUeHUsI atepockiiepo3a [82]. Pemenue o npoBeaeHnn

TUIOJIUITUAEMUYECKOM TEpauu JOKHO MPOBOAUTHCSA MOCIE KOHCYIbTAlMN KapUO0JIOora.
Ounenka prcka MIIEMHUYECKHX COCYAUCTBIX COOBITHI

COop anamHe3a W (PU3UKAIBHBIN OIICHKA MOMOTAIOT BBIABUTH MOAUHUIIMpYEMbIe (TIOIAAIOIIHECS
KOppeKIMK) U HeMoaupuuupyembie (MOCTOSIHHBIE) (AKTOPBI PUCKA PA3BUTHUSL CEPACYHO-COCYIUCTHIX
OCJIO)KHEHHM Yy Ka)KJIOT0 KOHKPETHOro mnanueHTta. BaxkHo coOparb MH(pOpMAIUIO MO CIEAYIOLUM
rmapameTpaMm: BO3pacT, pOCT, BEC, KypeHHE, HHJIEKC MacChl Telld, YPOBEHb CHCTOJINYECKOTO
apTepuaibHOrO naBieHus, obmiero xojectepuna, JIITHII, JITIBII, nanuume caxapHoro amabera c
NOPAKEHUEM OPraHOB-MHUUIEHEH, IPUCYTCTBUE B CEMEMHOM aHaMHE3€ CJIy4aeB CEMENHON

JUCIIMIUIECMHUU.

OObekToM 0CcO00r0 BHHUMAHHUS SIBISIFOTCS MALMEHTBl C YK€ COCTOSBIIMMMCS COCYAUCTBIMU
coObITHsIMU: uemuyeckoit Oonesnpto cepaua (MBC), arepockinepo3oM MO3roBbIX, nepudepuyeckKux
apTepuil U aOpThI, a TAK)KE MAIIMEHTHI C CaXapHBIM TMa0ETOM M MOPAKEHUEM OpraHoB-MulleHeil. Bee
OHU OTHOCSITCSI K KaTeropuu OYEHb BBICOKOTO PHUCKA CMEPTU OT CEPACYHO-COCYAUCTBIX COOBITUH, U
MMEHHO Yy 3TOM KaTeropuu NalueHTOB HEOOXOJUMO J0CTUYD LIEJIEBbIX YPOBHEHN XOJIECTEPHHA, a TAKXKE
MaKCUMaJIbHO BO3/CICTBOBaTh Ha MOAH(PUIUPYEMBbIE (PAKTOPbl pHUCKA CEPAECYHO—COCYIUCTHIX
COOBITHI, KOTOPBIMHU SIBJISIOTCSI: apTepHalibHas THUIEPTOHMSI, CaXapHbIM AuabeT, KypeHue, HU3Kas
¢usnyeckass aKTUBHOCTb, OkupeHue. HemommduimpyeMmbiMu (pakTopamMu pa3BUTHUS HUIIEMHUYECKHX
COOBITHI SIBJISIFOTCSL MYKCKOM I10JI, BO3PACT, OTSTOIIECHHBI CEMEHbI aHaMHE3 M0 CEepJeHHO-

cocynuctheiM 3a0oneBanusam (CC3).

VY manueHToB, HE UMEOIUX KIMHUYecKuX npossieHuil MbC, nmokasana ouenka pucka passutus CC3
Y aTepoCKIIepo3a C 1eIblo MpoUIakTUK ux pa3Butus. [lepBbim sTanom sipnsiercs oneHka 10-i1etnero
pucka cmeptu oT CC3 mo mkaie SCORE y mnanuentoB crapuie 40 JeT, B COOTBETCTBUU C

YTBEPKIAECHHBIMU pekoMeHanusaMu [81,82]. B mikamy BKIIIOUYEHBI CIEAYIOIIME MOKA3aTENIH: BO3PACT,



I10JI, Kyp€HHUC, CUCTOJIHNYCCKOC apTCpUaIbHOC AABJICHUC, YPOBCHbL XOJICCTCPHHA. B 3aBucumoctu ot
IMOJIYYCHHOI'O pPEC3yJIbTaTa ITallMCHTA OTHOCAT K KaTCropruu COOTBCTCTBYIOLICTO pPHCKA: HHSKHﬁ,

YMEPEHHBIN, BBICOKHAM, OU€Hb BBICOKUU.

s pacuera pucka pasButuss CC3 mnonyudenssld npu oreHke SCORE mnapamerp (BEpoSITHOCTH
pa3BUTHS B %) YMHOXAIOT HA COOTBETCTBYIOIINI KO3PPUIUEHT (X 4 AJi )KeHIIUH, X 3 Uil MY>KYH1H);

a MpU HAJTMYUH CaXapHOro AuadeTa MPUMEHSIOT KOAPGUIUEHT X 5 y )KEHIINH, X 3 y MY>XUYHUH.

Jlnst pacueta oTHOcHUTENbHOTO pucka pa3Butus CC3 y MoJIOAbIX MalueHTOB B Bo3pacTe meHee 40 et
npenycMorpena otaenbHas mkaia SCORE, B KOTOpOWl y4MTBIBA€TCS CUCTOJIMYECKOE JIaBJIIEHUE,

KypEeHUE, YPOBEHb XOJIeCTEPHUHA.

JIONOJTHUTENBHO B HACTOALLEE BpeMsl PEKOMEHAOBAHO yuuThIBaTh ypoBeHb JIIIBII, sBisromuiics

OnaronmpusITHBIM (haKTOPOM, 3AITUIIAIONIAM OT Pa3BUTHS aTEPOCKIEPO3a.

B 3aBucumoctu or ycraHoBieHHoW kareropun pucka SCORE ompenensercs uHAMBUIYyalbHas
TeparneBTUYecKasi TaKTUKa, BKIIOYAIOLAsh KOMILIEKC MEp, BO3JIEHCTBYIOIMIMX MOIUDUIIPYyEMbIe
(dakTopbl pHCKa, B TOM YHCIE C TOMOIIbIO THUMOMUMUIEMUYECKUX MpenaparoB. JJig ManueHToB,
OTHOCAILIMXCS KaXIOM KaTeropud pHUCKAa YCTAHOBJIEH CBOW LIEJIEBOM YpPOBEHb XOJIECTEpUHA, B

COOTBETCTBUM C pekoMeHaanusimMu [81,82].

[Ipu mpoBeneHny Tepanuu HUJIOTHUHUOOM™* 10 KM3HEHHBIM TOKa3aHUSM JOJDKHA OBITH OOecreueHa
COOTBETCTBYIOIIAsl KOPPEKLUs HEOIaronpuaTHeIX (pakTopoB pucka. [Ipu HeoOXoauMOCTH MOKa3aHO
MOCTOSTHHOE ~ HAONIONCHWE  Bpaueh-CIEeNHUAIMCTOB  (KapAHOJOT,  JIHAOKPUHOJIOT),  KOTOpHIE
YCTaHABJIMBAIOT OKOHYATENbHBIN 00beM 00CIe0BaHMS U JOTIOJIHUTEIbHBIE METOABI OIIEHKH B KaXKIOM
KOHKPETHOM clrydae: orpeniesieHne JOABIKEYHO-TIEYEBOTO UHJIeKCa, BbISIBIICHUE

ATCPOCKIICPOTUICCKUX OJIsITIIeK IIpru AYIIJICKCHOM aHI'MOCKAaHNPOBAHWHU, BBIIIOJIHCHUC KT un IIp.

B cmywgae Bwicokoro pucka paszputus CC3 mOpeamodTuTeNbHEH —Tepamus  UMaTHHUOOM™**,

nazaTuHuOOM ™ *, 603yTHHOOM [39].

HJIeBpaJIbHBIﬁ BbBINIOT U HAKOIUVICHHME KUAKOCTH B CEPO3HBLIX ITOJOCTHAX (Hanﬁo.ﬂee qyacro —

IJIeBpajbHAasl MOJIOCTh, Peike — MepuKapanajibHasi, OplouIHas)

JlaHHO€ HexenarenbHOe sBJICHUE CHeUPUYHO IS Tepanuu Ja3aTHHUOOM™*| yaille BCTpedaeTcs mpu
npuMeHeHuu 7036l 140 MT B CYyTKHM MO CpaBHEHHIO ¢ 0ojiee HU3KMMHU JO3UPOBKaMu. BeposaTHOCTH
pa3zButus coctasisieT oT 14 % no 25 % no naHHBIM pasznuyHbIX uccaenoBaHuid [29]. IlanumeHTsl
JOJKHBI OBITH MPENYNpPEKIECHbI O TOM, YTO B CIydae MOSIBICHHS] Y HUX CHMIITOMOB ILIEBPAJIbHOTO
BBITIOTA (OJIBINIKA, Kallelb, TaXUKapAus), HEOOXOJUM CpPOUYHBIH OCMOTP Bpaya U JOIMOJHUTEIbHAS
IUATHOCTHUKA:  TIEPKYTOPHOE  OMpENeNCHWEe  TpaHul]  JIETKUX,  ayCKyJAbTallusl  JIETKHX,
PEHTIEHOJIOTMYECKOE HCCIIE0BAHNE OPIaHOB IPYAHOM KIIETKH, Y 3W mieBpaibHbIX MOJIOCTEN C LIEbIO
OLICHKM O0beMa IUIEBPAJIILHOTO BBINOTA. JlaHHOE HeXenaTrenbHOE SIBICHUE MOXKET pPa3BUTHCS B
pa3UUYHbBIe OTAAJICHHBIC CPOKH Tepamuu (depes 2,5-5,5 Jer jedeHus), B TOM YHCIIC y MAlUCHTOB C

paHee Xopolled MepeHOCUMOCThI0 Aa3aTuHuOa** [29]. OO0beM BBIIOTa MOXET OBITH OIICHEH IO



PEHTTCHOJIIOTUYCCKUM KPUTCPHUAM H 110 JAaHHBIM YHBTpaSBYKOBOﬁ JUArHoCTUKHU B 3aBUCHUMOCTH OT

3aHUMaeMoro oobema IieBpaibHOM nojgoctu (Tadu. 11).

Ta6auua 11. Knaccuduxamus cteneHeit mieBpaibHOTO BBIIIOTA

CreneHb KnuHuuyeckme cCMMNTOMbI U NPpUMEHsieMan Tepanusa O6beM )>XUAKOCTU B NJieBpasibHOM
noJsiocTun

0 OTcyTCcTBYET -

1 AcMMOTOMaTUYECKUI U He Tpebytowmnin nevyeHms <10% obbeMa nneBpanbHOM MOAOCTH

2 KnunHnyeckm BbIPa>XeHHbIN, Tpebytowmm NnpUMeHeHus 11-25% obbema nneBpanbHOM NOsOCTH

MOYEroOHHbIX CPeACTB NN HE 6onee ABYX nMneBpasibHbIX I'IyHKLI,VIl‘;I

3 KnnHn4eckn BblpaXeHHbIr, Tpebyrowunii MHranaumm kKucnopoaa, 26-50% ob6bema nnespanbHON NONOCTU
6onee pABYyX nNAeBpanbHbIX MYyHKUWIA W/ MAKM  yCTAHOBNEHMUS
nneBpasbHOroO ApeHaxa, niespoaesa

4 Yrpoxatowmn XN3HN, COMpOBOXAAKLWMNINCA HapyLlweHneM 51-75% ob6bema nneBpanbHOM MNONOCTH
reMoAMHaMUKN WAN Tpebyrowmnii UCKYCCTBEHHOW BEHTUAALUK
nerkmx

Hanuune cuMIITOMOB M 00bEM HAKOIJIEHHOM KUAKOCTHU YaCTO MOT'YT HC COBIIAAAaTh. I[J'I)I ONIPpCACIICHUSI
JIeueOHOM TaKTUKH OoJblliee 3HAYCHHE HMEET HaIW4Yhe KIMHUYSCKHMX CHUMITOMOB U CTEICHb

BBIPpAKCHHOCTHU JIbIXaTEeIbHOM HEAOCTATOYHOCTH.
TakTuka TCpalinu IJICBPAJIbHOT'O BBIIIOTA, BBI3BAHHOI'O ITPUMCHCHUCM I[aSaTI/IHI/I6a**, ciaeayromas:

e TIEPEpHIB B TEpamuu, B JAJIbHEHUIIIEM BO3MOXHO BO30OHOBIICHHE MpHEMa IMpernapara B CHIKEHHOM
103¢€;

e Ha3zHaueHue IuypeTuxoB (pypocemun** 10-20 wmr/cyt, Topacemug 5—10 Mr/cyt) ¢ KOHTpojeM
YPOBHSI 3JIEKTPOJIUTOB KPOBH H/WIIM KOPOTKOTO Kypca TIIIOKOKOPTHUKOCTEPOUIOB (H#IpeaHN30I0H **
o 0,5—1,0 mr/kr B Teuenue 5—7 cyT);

e TpPU HEOOXOAUMOCTH — UHTAJISIUHN KUCIIOPO/Ia;

e IIPU TSDKENBIX (popMax IUIEeBpasIbHOTO BbiNoTa (3—4 crenenu, Habmogatoumecs y 4% NaueHToB) C

JbIxaresibHoM HenocTtarouHOCThO [I-1II crenenen — TopakoneHTes3 ¢ 3BaKyalnen KUIKOCTH.

HpOBCIIeHI/Ie nneBpaanoﬁ IMYHKOHUH IIOKA3aHO IIPH YI'POXKAOOIHUX KXHU3HW COCTOSHHUAX (CMGII_ICHI/IG
Cp€aAOCTCHUS, BBIPpAKCHHASA OJbIIIKAa B HOKOG) nim ¢ ,Z[I/IaFHOCTI/ILICCKOI‘/'I OeJbr0, KOraa IIPUYHHA

IJICBPAJILHOI'O BBIIIOTA HEACHA.

CaMm no cebe (pakT MOSABIEHHS IUIEBPAJIBHOIO BBINOTA HE yXyAwmaeT nporHo3. [lpm onmrumanbHOM
OTBETE HA TEPANMIO0 BO3MOXKHO CHU3UTH 03y IIpenapara. Eciu xxe 0TBET Ha JIeUeHHE HEeJOCTAaTOYHBIM,
IIOKa3aH IepeBo/ nanuenTa Ha ansrepHatuBHbId M TK. YunTeiBas, 4To muieBpaibHbIi BBIIOT HEPEIKO

HOCHUT PEIUIUBUPYIOIIUNA XapakTep, B TAKUX clIydasx 1enecoodpaseH nepeBon Ha apyroit UTK.
Jlerounas aprepuajbHasi runepren3us (JIAI)

Kpaiine penkoe (0,45 % cnydaeB), HO MpPU ATOM TSKEIOE OCIOKHEHHE, KOTOPOE BCTPEYAETCS MpHU
MPUMCHECHUH Ja3aTnHn0a**. Ha MOMEHT yCTaHOBIICHHS 3TOTO JAWArHo3a y OOJBIIMHCTBA MAITUEHTOB
OTMEYAINCh 3HAYWTEIbHBIC HAPYIIEHUS TEMOAMHAMHUKU, a TaKXKe CepJedHas HEI0CTAaTOYHOCTbD,

TpeOoBaBIllasg HaONIOEHUSI B OTIEJICHUM MHTEHCUBHON Tepanmuu. Menuana cpoka pas3Butusi JIAT



coctaBimsieT 34 wmec. (848 mec.) Tepamum nazaruHuOOoM™** [30,40]. MoOXET BBISBISATHCS Kak y
NAlUMEHTOB C IJIEBpalbHBIM BbIMOTOM (68 % ciywaeB), Tak u 0e3 Hero. Onpllika U OOMOpPOKHU
ABIIAIOTCS BEAYIIMMU B KIMHMYECKOM KapTHHE, TaKXXe MOTrYT MPUCYTCTBOBATh CJIabOCTh,
YTOMJISIEMOCTh, OO B O0JIaCTH cep/iia, He KyMUPYIOIIHUECs MPUEMOM OpPraHMYeCKHUX HUTparoB. Ha
OKI' MOryr BBISBIATBCA MPU3HAKK TUIEPTPOGUM U TEperpy3kd MpaBbIX OTAEIOB CepAala
JuarHoctuueckue wmetoabl Juisi noaTrBepxkaeHuss JIAI: TpaHcropakanbHas 3xokapauorpadus,

KareTCpu3anus IMpaBbIX OTACIOB CCpaLa.

yCTaHOBJ'IeHO, qTO JAaHHOC SABJICHUC MOXCET OBITH O6paTI/IMO IIpu OTMCHC I[aSaTI/IHI/I6a**. HpI/I Pa3sBUTHUHN

JIAT noxka3zaHo mpekpalleHue Tepanuu 1azatuauoom™* u naznauenue apyrux UTK.
ITneBMOHUT

SBnsieTcss  KpailHE pPEOKUM  OCIIOKHEHHEM, TpeOyomuMm  AuddepeHInanbHoro  IUarHosa.
B OGonpmmHCTBE cilyd4aeB OMMCaH NpHU MPUMEHEHUM MMATUHUOA®™™, a Taike dYalie BCTpeuaeTcs B

cTpaHax A3uM; MOXKET ObITh OOpAaTUMBIM WJIUM HEOOpaTUMbIM [ 82—84].

[Tpu mpumenennyn nazaruaNOa™** Bo 2 nmuHMm B 103¢ 70 Mr 2 pas3a B AeHb y 17 % ManeHTOB OMUCaHbBI
WU3MEHEHHUS JIETOYHOW MapeHXHUMBbI, 0 THUITy «MaTOBOTO CTEKJIa» JHOO YTONIIEHHE CeNTaJbHBIX

neperopojok. [lenecoobpaszen nepesox Ha npyrue UTK.
TomHoTa

Pa3BuTue TOIIHOTHI Haubosee XapakTepHO NpU MNPUMEHEHMM HUMaTMHHOa™* wnu O003yTuHUOA.
Humotnan6** n nazarnanO** BRI3bIBAIOT TOMIHOTY peako. [Ipu TOmHOTE ClemayeT UCKIIOUNTh MTPHUeM
uMaTHHUOa™* HaToIIaK, peKOMEHI0BaTh MPUHUMATh Mpernapar ¢ MPUEeMOM IHIIH, 3alUBaTh OOJIBIITUM
KoJm4ecTBOM Bozbl. [locnenuuii mpuem nmaruauOa™* nomxeH ObITh HE MO3/IHEE YEM 3a 2 yaca JI0 CHA,
OCOOEHHO Yy TMAaIMEeHTOB ¢ 2330(aruToM B aHaMmHe3e. EcClM TOKCHMYHOCTb, HECMOTpPS Ha BCE
MPEANPUHATBIE  MEPONPHUATHS,  COCTaBIsIET >2  CTENEHM,  LeJecoo0pa3HO  Ha3HAYCHHE
AHTUIMETHYCCKUX TIPeraparoB: MeETOKIompaMua**, onmanceTpon™*, npyrme. OmgHako clemayer
YUUTBIBaTh, YTO MPOTUBOPBOTHBIE CPEACTBA MOTYT YMIMHATH WHTepBaid (7. AHTaUMIbl CHUXKAIOT
s dexruBHOCT, UTK.

3az1ep>1ma AKUAKOCTH C Pa3BUTHEM O0TEKOB

CrnemyeT orpaHUYMTh MPUEM COJIA B pAllMOHE, YMEHBIITUTL 00BbEM yIOTpeOsieMoil skuakoctu. B 6onee

TSOKEIIBIX CITydasx Ha3HA4YaroT TUYPETUKH, peraparsl NoJ0MPpatoT WHIUBUTYAIBHO.
MpeIIeUHbIE CIIA3MbI

CumnrTom, XapakTepHbIN IS JIeYeHUs UMaTUHUOOM™*. Yame BcTpewaeTcss B Hadalle Teparuu, HO
MOJKET OBITh U OYEHBb JJIUTEIbHBIM. Cria3Mbl (Yalie UKPOHOKHBIX MBIIII], MBIIII] CTOIbI) BOZHUKAIOT,
KaK TpaBWJIO, B HOYHOE BpeMms, mocie (u3mdeckol Harpy3ku. Jjis UX yCTpaHEHHUS HEOOXOAHMO
BOCTOJHEHHUE JeduiuTa MUHEpajoB (Kauui, Kajbluii, MarHuii, ¢ocdop). [Ipu BbIpaxeHHBIX
IpOsIBJIEHUSIX TOKCMYHOCTH (3—4 crteneHu) Bo3MoxkeH repepbiB npuema MTK (3—5 ngueit), koTopbiid

YaCcTO YMCHBIIACT KIIMHUYCCKUC ITPOABJICHNA, BPCMCHHOC CHMKCHUC JO3bI ITPpCIIapara Ha | YPOBCHbB.



boJim B KocTAX M cycTaBax

OOBIYHO BO3HUKAIOT B Hayasle JIEUCHHs, 4acTOTa MX yMEHbIaeTcs udepe3 -2 Mecsia Teparuu.
KpatkoBpemennsiii (Ha 3—5 nHeli) mepepsiB B MpueMe Npernapara U KOPOTKUU Kypc HECTEPOUIHBIX

IMPOTUBOBOCHIAJIUTCIIBHBIX U IIPOTUBOPCBMATUYICCKUX TIPCIIAPATOB MOTYT KYIIMPOBATb 9TH ABJICHUA.
Ko:kHble BbICHIIAHUS

OOBIYHO KynUPYIOTCS IIPU Ha3HAYEHUU aHTUTMCTAMUHHBIX IIPENapaToB, XJIOpUJIa KalbIUs U/ WK HpU
MECTHOM 00pabOTKe KOPTUKOCTEPOUIHBIMU MazsMmu. [Ipu Oosiee BbIpa)KEHHOM JepMaTUTE BO3HUKAET
HeobxonuMocTh npepsiBath npueM MTK u Ha3HauaTh CUCTEMHBIE KOPTUKOCTEPOHUABI B 103€ 1 MI/KT
per oS ¢ MOCTENEeHHOH peaykiuei m03bl 70 20 Mr/meHb. Y MaluueHTOB C OONbIIMM KOJIUYECTBOM
06azopunoB (>30 %) B KpOBM MNPUUYMHOM TMOSIBICHUS YPTUKAPHBIX BBICHIIAHUN MOXKET OBITh
BBICBOOOXK/ICHHE THCTAMUHOMOAOOHBIX CyOCTaHIUMN u3 0a30(MIBHBIX T'paHyl, MO MEpe CHIKEHUs

KOJINYECTBA 63.30(1)I/IJ'IOB WHTCHCHBHOCTD CbIIIKM YMCHBIIACTCA.

YMepeHHLIG KOKHBIC BBICBIIIAHUWA IIPpHU TCPAIIUN HUJIOTHHHOOM®* — yacToe HekenaTelIbHOE SIBJICHHUC,

KOTOPOE HE COMPOBOXKIAETCS 3yIAOM, AUCKOMMOPTOM U peaKo TpeOyeT KOppEKIIUU O3kl Mpemnapara.
KpoBoTeuennsi 1 KpoBOU3IMSIHUS

HaubGonee uwacto  HaOmomamTCs  KPOBOTEUEHMS] — M3 KEIYAOYHO-KUIIEYHOTO  TpakTa
(y 4 % nauueHToB), peXe — KPOBOM3JIUSHUS B TOJOBHOW MO3r (TsDKenble — MeHee yeM y 1 %
nanueHToB). HaGmiogatoTcs mperMyIecTBEHHO NpU JiedyeHuW aaszaruHuOom™**. Kak mpaBuio, oHu
BO3HHMKAIOT TPHU BBIPAXKEHHOW TpoMOOUMTONEeHHU. B OONBIIMHCTBE CllydaeB, ¢ KPOBOTECUCHHEM
yIaeTCsl CHPaBUTHCSA C TMOMOIIBIO MPUOCTAHOBKHM TpHUeMa Mpernapara W MPUMEHEHUS TpaHC]y3uid

KOMITIOHCHTOB KPOBH, B IICPBYIO OUYCPCIAb Tp0M6OKOHI_[eHTpaTa.

[Ipu tepanum mmatuHuOOM™* B 11 % ciiydaeB MOTYT OTMEYaThCA KPOBOMBJIMSIHHUS B CKIEPY, Kak

IMpaBUJIO0, IPOXOAAIIHNC ITOCIIC KOPOTKOI'O IICPCPhIBA B JICHCHUN HUJIN CHUIKCHUS 103.

Aunapesn

Kymupyetcst nueToii ¢ UCKITIOYEHHUEM MPOAYKTOB, YCHIIMBAIOIIUX MOTOPHUKY KHUILIEYHUKA, HA3HAUEHUEM
CUMIITOMAaTHYECKUX MPOTUBOJUAPEHHBIX MpernaparoB (KuieuHble abcopOeHThl, jJonepamua**). Ilpu

Tepanuu 003yTHHHOOM 3(PPEKTUBHO KyTUPYETCS TPUMEHEHUEM JIoniepamuaa™ ™.
I'emaroTrokcMYHOCTH

[ToBbIIEHNE YPOBHS «IMIEYCHOYHBIX» TpPaHCAMHUHA3 MOXXET HACTYMHUTh B Pa3IMYHBIC CPOKU JICUCHUS
NTK. B HEKOTOPBIX CITydasix OMUCAHO TSKEN0e MOBPEKICHHE MTeYeHN TPHU IPUMEHEHUN UMaTuHnOa™ *
U mapaireramona**, a Takke npu BupycHoM renarutre B. IlosTomy moka3aHo MCKIIIOYUTH HalIUuue
BUPYCHOTO TE€MaruTa, OTMEHUTh TMOTEHIMAJIbHBIE TEMaTOTOKCHUHBI  (AJIKOTONb, KOHCEPBBI,
JIeKapCTBEHHBIE Iperaparbl ¢ remaroTOKCUYHBIM JieiicTBreM). Takke MPUMEHSIOT TeNaTonpOTEKTOPbI
(ameMeTHOHUH™*, ypCcOIe30KCUX0eBasi KUCIOThI**) BHYTpb, B TSKEJBIX CIy4yasx — BHYTPUBEHHO B

CouCTannm C MCPOIPUATUAMU AC3HMHTOKCHUKAIIWH. HpI/I COXpaHﬂIOLHCfICH remaTOTOKCUYHOCTH 2



CTCIICHHU TIOCTIC €€ pa3pelleHus 103y Npernapara 1ejecoo0pa3Ho BpeMEHHO CHU3UTh. [Ipu moBTOpHOM
Pa3BUTHHM TICUEHOYHOH TOKCHYHOCTH HEOOXOIMMO IIPOBECTH OOJee TIIATEIhHOE WCCIICIOBAHHE
(GYHKIIMU TeYeHH; MOKa3aHo o0CyKIeHre Bompoca o nepexozae Ha tepanuto Apyrumu UTK, ¢ yuerom

OTCYTCTBHUSI TIEPEKPECTHOM Te€NaTOTOKCUYHOCTH.
YBeInueHue Macchbl Tejia

HeGonpioe yBenuueHue Beca MOXKET OBITh 0OYCIIOBICHO 3aJCPXKKOM JKHIKOCTH, B YaCTH CIy4aeB —
YIIy4IICHHEM OOIIEero CaMOYyBCTBHUS HA (JOHE PErpECCHH CUMIITOMOB HHTOKCHKAIIMU ¥ HOPMaJIN3alluu
anmeruta. [lanmeHTOB ¢ M30BITOUYHBIM BECOM HEOOXOAMMO MPEAYIPEKIaTh O BO3MOXKHOCTH €Tro
yBemmmueHuss mnpu  npueme WTK w©  pexkomeHmoBarh OrpaHUYCHHE yIOTPEOJICHUS  COIH,

HU3KOKAJIOPUHHYIO TUETY U YBEJTUUYECHUE YPOBHS (PU3NUECKUX HATPY30K.
Yuiunenne unrepsanaa Q71ckF

Bce UTK sBusitoTcst mpenaparaMu, CIOCOOHBIMHU YIUIMHATH JIUTENbHOCTh uUHTepBasia Q7. Ilpu
3HauuTenbHOM yminHeHuu Q7 (6onee 480 MC) CyIIECTBYeT PUCK Pa3BHUTHS >KHU3HEYTPOXKAIOIIEH
apUTMHHM — TaxuKapAuu 1O Tumy «mupy>™. llpu omenke unrtepBana Q7 cremyeT 00s3aTelbHO
UCIIONBb30BaTh  cKoppektupoBanHble (¢ yderom UYCC) 3nadenusi, Hanpumep, QTcF (QOT,
xKoppurupoBaHHblii 1o metony ®penepuka (Frederic)). Cnyuan ymmnenust QTcF BcTpeyaroTcs KpaiiHe
peaxko — mMeHee yeM y | % mnanmentoB. IlanueHTsl ¢ M3HaYaidbHbIM ymuimHeHWeM QTcF, a Takxke ¢
COITYTCTBYIOIIECH KapauaibHOW MAaTOJOTHEH JOJDKHBI OCTABaThCsl B 30HE BHUMAHMS C TOYKU 3pEHUS
MoHuTopuHra usmeHenuit Ha OKI. Jlo Hauana neuenus UTK craegyer mo BO3MOXKHOCTH HCKIIOUUTH
(akTopbl, TakXKe BIMSIOIIME HA YUIMHEHHS JAHHOTO HHTEpBaja. B YacTHOCTH, MOJMKHBI OBITh
HOPMAJIM30BaHbl YPOBHM Kajusi M MarHus; Mpu MpUeMe MIpemaparoB, Takke ymiuHsomux Q7 1o
MOBOZy COMYTCTBYIOIIMX 3a00J€BaHUM, JODKHA OBITh PAacCMOTPEHAa BO3MOXKHOCTH 3aMEHBI
nocienHux. CiaenyeT NOMHHUTh O CYLIECTBOBAaHUU BPOXKJAEHHOTO yanuHeHus Q7, uro Tpedyer ocoboro
BHMMaHMs K TakuM nanuentam mpu jedenun UTK. Anroputm BeneHHsl MallMEHTOB C YAJUHEHUEM

QTcF npuseneH B Tadim. 12.

Tab6aunua 12. Taktrka BeieHHs MALIMEHTOB NPH YIIIMHEHUU UHTepBana Q7cF Ha ¢poHe

tepanun UTK
yannHeHue TakTuka Tepanum
QTcF
>480 mMc BPEMEHHO NpekpaTuTb npuem UTK

onpeaenuTb cogepxanue Kt n Mgt* B cbiBopoTke KpoBu. Mpu aeduumnte BOCNONHUTDL UX YPOBEHb A0 HOPMbI.
rnpoaHann3nposaTb NPUHMUMaeEMbIE€ NMaLuMeEHTOM COMYTCTBYOLWME npenapaTbl

WCKJTIOYNTb CPeACTBa, YANMHSALWMeE nHtepsan QT

- ecnu uHtepBan QTcF octaetca >480 Mmc, noBTopsATb DKIN MO KAMHUYECKMM MOKasaHMsaM, Kak MMHMMYM 1 pa3 B
CyTKM, noka QTcF He 6yaeT <480 MC

- Tepanuss UTK MoxeT 6biTb BO306HOBMIEHA B TOM XXe A03e, eCiM NpuynHa yBenmyeHuss QT ycCTaHOBNEHa U
yCTpaHeHa, n QTcF B TeyeHue 2 Hefesnb BO3BpaTU/ICA A0 3HadyeHusa <450 mc n HaxogmTcsa B npegenax 20 mc oT
3Ha4YeHnsa Ha UCXOLHOM YPOBHE

- ecnn Npu NOBTOPHOM OrpeaeneHnn 3HadeHne QTcF BbIXOAUT 3a npeaernbl

20 MC OT 3HayeHMs Ha UCXOAHOM YpPOBHe WMAKN OKasblBaeTcs Mexay 450 n <480 mc, goza UTK pomxHa 6biTb
CHMXeEeHa Ha 1 ypoBeHb

- nNpu BO306HOBNEHUM NneyeHns NTK B TOM e Mnn yMeHbLUEHHON A03e Nnoc/ie BPEMEHHOIO NMpeKpaLleHns nevyeHns
no npuunHe yeBenuyeHusa QTcF po >480 mc, Heobxoammo nposectn DKI Ha 2-1, 3-n 1M Ha 8-V AeHb nocne
BO30OHOBNEHUS NleYeHns

- B C/ly4yae NoBTOpPHOro yBennyexHna QTcF no >480 Mc npekpaTuTb NpueM npenapaTta, Tpebyetcsa cMeHa Tepanuu

=

INunepOunampyonnemust



Hawnbonee gactoe maboparopHOE OTKIIOHEHHE, BCTPEUAIOIIeecs MPH JICUCHHH HIIOTUHHOOM ™ * (69 % —
moboil crenenu, 7 % — 3—4 crenenu). [laHHOE sBJIEHHE CBSI3aHO C HApPYILIEHUEM KOHBIOTALIMU
HEMpsIMOro OWJIMPYyOMHA, MO3TOMY TOBBILIEHUE MPOUCXOAUT MPEUMYLIECTBEHHO 3a CUET JTOU
¢dpaxiuu. Yamie BcTpedaeTcsl y MaMeHToB ¢ moaumMopdusmMoM mpoMoTopHoii obnactu reHa UGT1A1
(penotuner  (TA)7/(TA)7; (TA)7/(TA)6 wm n1p.)), XapakTepHbIM JJs JOOPOKAYECTBEHHBIX
runepOunupyounemuit  (JKunsbepa, Potopa, [labuna-/[»xoHcona). Ecinum remMonu3 HUCKIIIOYEH,
AKTUBHOCTb aMUJa3bl U JIUIMAa3bl HE MOBBIIICHA, a CTENIEHb OMIINPYOMHEMUHN COCTaBsieT 1—2, JeueHue
HUWJIOTUHUOOM™* clieyeT MpoJoKUTh B MpekHer no3e. [1o MHeHUIO OONBIIMHCTBA UCCIIEN0BATENEH,
Jla)ke TOKCUYHOCTh 3 CTENEHU HE SIBISETCS MOBOAOM K MPEKPAIICHUIO TEPAUU U CHUKEHUIO JO3BI.
[Ipn pnuTenbHOM rUNEepOWIMPYOMHEMUN 11eJIeCO00pa3HO Ha3HAUYEHHE NIPernapaToB Ui JIEYEHUs

3a00JIeBaHH JKETYHOTO TTY3BIPS.
BeccumMnToMHOE MOBBINIEHUH aAMIJIA3bI H/WJIN JTUNA3BI

MoryT "acto HaOmOAAThCs TPH JICYCHUH HUIOTHHUOOM™*. SIBnmeHus maHkpearuta (aOZOMUHATBHBIC
CUMIITOMBI B COYETAHUU C JIA0OPATOPHBIMU U3MEHEHUAMM ) HaONIIoJanuCch MeHee ueM y 1 % manueHToB
Bo II ¢asze knumnHumueckux wuccienoBanuil. Ilpum 1-2 creneHu BBIPAKEHHOCTH JTAHHBIX SIBICHUM
HE0O0X0MMMO HAONIOIeHWEe B JWHAMUKE (TIOBTOpHBIE OMOXMMHUYECKHE TECTHI, OIEHKA KIMHUYECKOU
kaptusbl). [Ipyu pazButun 3—4 CTENeHUM TOKCUYHOCTH CIEAYyeT NpPEeKpaTtuTh Tepamnuio, nposectu KT
OpIOIIHOM MOJIOCTU C KOHTPACTUPOBAHUEM JIJISI UCKITFOUEHHS TATOJIOTMH TOIKETYA0YHON KeNe3bl; Ipu
BBISIBICHUU TIPU3HAKOB TMaHKpeatuta — ero Jjeudenue. [lpu wopmanmshoit KT-kaptune mocie
YMEHBIIEHUs] CUMOTOMOB A0 <l cTeneHu cleayeT BO300HOBUTH JE€YEHHE HHJIOTUHHOOM™* B
cHmkeHHo no3e (400 mr/cyT). [Ipu moBTropHOM 6€CCHUMIITOMHOM MOBBIIIEHUN aMUJIa3bl U JIUIA3bBI 10

3-4 crenenu JieueHHE HUITOTUHUOOM** MOXKET ObITh OTMEHEHO WJIH MPOJIOJIKEHO 0 PELISHUIO Bpaya.
I'mneprimkemus

Taxxe BcTpeuaeTcs TOIBKO MU JIeUeHUH HUIO0TUHUOOM™**, [1pu m1000# cTeneHu JaHHOTO MOOOYHOTO
SIBIICHUS KOPPEKIIHS TOJDKHA HAUMHATHCS Cpa3y MPH €T0 BBISIBICHUH (THIOTTHKeMUdeckas nuerta). [lpu
OTCYTCTBHM HOpMAJIM3AIMK YPOBHS TITIOKO3bI Ha (POHE AMETHI MOKa3aHa KOHCYIbTAIUS YHIOKPHHOJIOTa

JUI UCKJIFOUEHUS CaXapHOro auadera.
IN'unogocharemus

Bcerpeuaercs npu tepanuu Bcemu MTK, kak mpaBuio, KIMHMYECKH HE3HaYMMa (HHU3Kas CTEICHb,
ObIcTpasi HOpMaiu3anus). PeKOMEHI0BaHBI JWETa C YBEIWYEHHWEM B paluoHe OoraTeix (ochopom
MOJIOYHBIX M PBIOHBIX MPOAYKTOB, COKpAIlEeHUEM IJIIOKO3bl, Ha3HAUCHHE BHYTPb MPENaparos,

conepxantux ¢pocdarbl (BUTAMUHBI, MUIIEBHIE T00ABKH).
I'mnokanbuuemMust

PexomennoBana nueTa ¢ BKIIOYEHHEM MPOAYKTOB C MOBBIIICHHBIM COACPKAHUEM KaJIbLIUs (MOJIOYHbBIE
MPOAYKTHI), YMEHBIIICHUE MOTpeOieHns yrieBoaoB. [Ipu HeoOXonuMOCTH — Ha3HAYEHHE MPenapaToB

KaJIbLUsl BHYTPb.



FI/IHOMaFHI/IeMHﬂ, rHinmoKaJIumeMus

VYuutsiBas OmMacHOCTb yanuHeHusi uHtepBana Q7 npu ne@UIUTe ITUX 3JIEKTPOIUTOB, TpedyeTcs
KOppEKIUS B BUJIC HA3HAUCHUSI KOMOWMHUPOBAHHBIX MPEMapaToB Kajaus M MarHus (Kaaus acraparnHar
+ MarHusi acnaparuHatr®*) BHYTpb; NpPHU H30JUPOBAHHOW TMIIOMAarHMEMUU — Mpenaparbl MarHus —

MarHusi BHyTpb.
JlekapcTBeHHbIe B3aumoaecreus npu tepanuu UTK

Metabonuzm Bcex UTK ocymiectBisiercs NperMyIIECTBEHHO B IMEYEHU C ydacTheM (PEpPMEHTOB,
oTHOcsHmMXxcsd K cucreme muroxpoma P450; B ocHoBHOM yepe3 CYP3A4, B MeHbIIEH CTENEHH -
npyrumu ero uzodopmamu, Takumu, kak CYP1A2, CYP2D6, CYP2C9 [43].

OnHOBpEMEHHBI NPUEM MPENAPATOB, AKTUBHPYIOIIMUX WM IMOJABISIIOIIMX AKTUBHOCTH LIUTOXPOMA
P450, MoxxeT nmpuBOAUTH K U3MEHEHUIO KOHUeHTpauuu kak UTK, Tak ¥ nmpuHHUMaeMoro COBMECTHO
JIEKapCTBa, YTO CJEAYyeT YUYWTHIBaTh B KIMHUYECKOW IpakThke. B ciydae, ecim manueHt ¢ XMJI
MIPUHAMAET OJTHOBPEMEHHO HECKOJIBKO ITPENApaToB B KAYECTBE COMYTCTBYIOUIEH TE€pPAIIUU, U IIPU 3TOM
HaOmoaeTcst HedPPEKTUBHOCTD JICUCHUS JHO0 TshKeNask TOKCUYHOCTh Tepariiy, MOXKHO 3arof03pUTh
HaJINYKE JIEKAPCTBEHHBIX B3aUMOJECUCTBUM, BIUAONMX Ha ypoBeHb MTK B kpoBu. [loaTomy ¢ nensro
MaKCHUMaJIbHOM 3((HEKTUBHOCTH TEPANUU MPU BOSHUKHOBEHUU WUJIU YTSHKEIEHUN TOKCUYHOCTH, BAXKHO
WCKJIFOYUTh WM CBECTH K MHUHMMYMY OJHOBPEMEHHBIM IPHUEM NpenaparoB, AKTUBHPYIOIIUX HWIIN
MOABJISIIOIIMX aKTUBHOCTh UTOXpoma P450, oTgaBaTe nmpeAnoyTeHWe aHajioraM ¢ JPYTMMH MyTAMHU

MeTadoIn3Ma.

[Ipy OIHOBpEMEHHOM IMpUEME IMpenapaToB, MNOBbIMLAOIMX akTUBHOCTH CYP3A4 p450, moxer
HaOmonaTbes cHkeHne koutenTpanuu UTK B mmazme kpoBu, uto ymeHsinaeT 3¢ dexkruBHocth UTK.
CootBerctBeHHO, uHTHOUTOpPHI (epmenta CYP3A4 p450 MoryT mnpuBOAUTH K TMOBBILICHUIO
koHUeHTpauuu MTK B ma3me, 4ro BbIpakaeTcsl KIMHUYECKH B YCHJICHHH MPOSBICHUA TOKCUYHOCTH

TEparuu.

[Ipy Hanuuuu BBIPAXKEHHOW TOKCUYHOCTH WM HEAOCTATOYHOM OTBETE€ Ha JICUEHHE C LEJBIO
WCKIIIOYEHUSI BO3MOXKHBIX MEXKJICKAPCTBEHHBIX B3aUMOACUCTBUI TMpU TpHUEME JIEKaPCTBEHHBIX
IpernaparoB MO MOBOAY COMYTCTBYIOIIMX 3a00J€BaHMI 11e51eCO00pa3HO OMpeaesieHne KOHIICHTPaIH

NTK B nma3me (CHIBOPOTKE) KPOBH.

['peiinpyToBBIA COK Takke SBISETCSA MOIIHBIM WHTHOMTOPOM JaHHOTO (epMeHTa, TOITOMY

MamueHTOB CIICAYCT MMPCAYIIPCANUTL O HCO6XOI[I/IMOCTI/I n30erarb ero y1'IOTpC6JIeHI/I5I.

Kpome Toro, kak ormedeno Bbimie, UTK moreHumansHo mMoryT yanuuath uHTEpBaid QT. B cBa3m ¢
3TUM HE PEKOMEHJOBAHO MX NMPHUMEHECHHUE OAHOBPEMEHHO C JAPYTMMH IPENAPATAMU, BIUSIOIIMMH Ha
yuinHenne uHtepBana QT. Kparkuil nepedeHb IpenaparoB, CIIOCOOHBIX BBI3BIBATH YAJIMHEHUE

nnrepBasa QT, npencrasiien B npriioxeHuu ['1.

bepeMeHHOCTH IPH XPOHNUYECKOM MHEJIOJIEHKO3e



C nanmueHTaMu ACTOPOJHOTO BO3paCTa pEKOMEHA0BAHO 06CYJII/ITB BOIIPOCHI IINTAHUPOBAHUA CEMbH IIPU

noJipoOHoI Oecene.
OtuoBcTBo mpu XMJI

3apeructpupoBanHble K npuMmeHeHutro npu XMJI nmpemaparst UTK He uMMEOT reéHOTOKCHYECKOTO
neicTBUsA. B HEKOTOPBIX Ciyyasix OMUCaHbl U3MEHEHHUS CIIEPMOTIPAMMBbI MPU T€PATui UMATHHHOOM **,
OJTHAKO CHWKEHUS (EePTUILHOCTH HE OTMEUEHO. YBEIMUYCHHS YMCIa BPOXKICHHBIX aHOMAJIMKA y JeTel

napTHepi, noxyyapmux tepanuto MTK, ne ormedeno [85,86].

[IpeppiBanue mpuema UTK y myxunma ¢ XMJI nns 3adatust He TpeOyercs. B ciywae ecnu
OepeMEeHHOCTh HE HACTYIaeT, MOKa3aHO J000CIEOBaHUE C LEIbI0 TOMCKAa U3BECTHBIX (haKTOPOB,

OPUBOISAIINX K O€CIIOAUIO.
bepemenHnocTs y axeHmuH ¢ XMJI

[To pesymbraram pokiauMHWUYECKuX ucciaenaoBaHui, y Bcex MTK, xkpome HumormHmMOa**, oTrmedeHa
BO3MOXKHOCTb Pa3BUTHUSI BPOXKJICHHBIX aHoManui miuomga. HawuGompmmit puck npumenenus NTK
HabOmomaercs B | TpumecTpe B mepuoJ OCHOBHOTO opraHorenesa (6—12 Hemenss 6epeMEeHHOCTH), s
na3aTUHUOa™* pucK cyliecTBYeT Ha J1itoOoM cpoke OepeMeHHocTu [86,87]. Ilpu 3TOM B MHCTPYKLMSX
no npuMeHeHnuto Bcex UTK umerorcst npoTuBornokazanus Jjisi npueMa Bo Bpemsi OepemeHHocTH. C
npyroit croponsl, otMeHa MTK Ha mepuon GepeMEeHHOCTH MOXET MPUBECTH K YBETUYCHHUIO 00beMa

ONYXOJIEBOTO KJIOHA U pa3BUTHIO peunanBa XMJL.
IlnanupoBanue 6epeMeHHOCTH

[InanupoBanue 6epemenHocty u otmeHa UTK naunbonee Ge3onacHbl pu coxpaHeHuu ryookoro MO
(MO4,5) B Teuenue 2 neT. YUHUTHIBasA, 4TO OEPEMEHHOCTh MOXKET HE HACTynHTh cpasdy, orMeHa UTK
JUTSL 3a4aTHs SBIsIeTCsl mpeaMeToM auckyccuu. B 50-70 % ciydaeB 6epeMEeHHOCTh AMATHOCTUPYETCS
Ha (one Tepanmu WTK [88], mpu ormene MTK cpasy mocne moaTBepkaeHHUs OepeMEHHOCTH
OTMEUYAETCsl €€ HOPMAJbHOE TEUYEHHE WU POKICHHUE 3I0POBBIX AETEH. B CBA3M C 3THM JOIIyCTUMO
3agarue Ha (oue Tepammu UTK c nememnmennoit ormenoit MTK cpa3zy mocnme moaTBep:kaeHUs

OepeMeHHOCTH Ha paHHUX cpokax (XI'Y, Y3-uccnenoBanue).

Brote g0 15 Hemenu OepeMeHHOCTHM (10 YCTAaHOBJICHHUS TeMaToO-IUIAIEHTApHOTO Oapbepa),
pekomeH0BaHO HaoOmomenue 0Oe3 Tepanun WTK. B cBa3m ¢ 1goka3aHHBIM  OTpaHWYCHHBIM
npounukHoBeHreM UTK #umatuanb6a™** u #aunmotuHOa™*, BO3SMOXHO paccMaTpuBaTh UX MPUMEHEHNE
Bo II-IIl Tpumecrtpe OepeMEHHOCTH MpU HAIMYUU TOKAa3aHUM B TOM K€ pPEXHUME, 4YTO U Y
HeOepeMeHHbIX ManueHToK [88,89]. azatunuo™** u mobsie apyrue MTK mpoTtuBomokaszaHbl Ha

T1000M CpOKe OEpEMEHHOCTH.

AnbpTepHaTUBHOI Tepanueil Bo BpeMsi 0EpeMEHHOCTH MOXKET ObITh puMeHeHue #Ud-a** B noze 3—6
ME exennesno [90]. lanusrii mogxon Hanbomee 23h(EKTUBEH MpU HEOOBINON omyxoneBoi macce. C
UTOPEIYKTUBHON LIEJbI0 MPH YypoBHE JeWkonuToB Oosee 100 ThIC. BO3MOXKHO NpPUMEHEHHUE

nerikadepesa (cumnromaruueckuii 3PQexr).



Benenue GepeMeHHOCTH NPU OTCYTCTBUM CTA0MIBHOIO I1ydokoro MO

I'my6okuit MO cpokom menee 2 et © BMO MoryT ObITh pUEMIIEMBIMUA KIUHUYECKUMH CUTYaLUSIMHU
st HaOmofeHust Oe3 Tepamuu OO0 npuMeHeHus uHTepdepona ambda. Ilpu orcyrctBum BMO
nepepbiBbl B Tepanuu U TK sBisieTcss mporHocTudecky HeONMaronpusTHBIM JUIsl IOCJIEAYIOIIET0 OTBETA
Ha tepanuio. IIpu morepe MO2 u pocre ypoBusi BCR-ABL >1 % Bo Bpems OepeMeHHOCTU
1Ie7IeCO00pa3HO PACCMOTPETh MPUMEHEHHWE #UMaTuHMOa™* wim #HumoTmHMOA™* mocme 15 Hemenb

OEpEMEHHOCTH B TOM K€ PEKUME, UTO U Y HEOEpEMEHHBIX MalMeHTOK [88,89].
XMUJI, BbIfIBJICHHBIH BIIEPBbI¢ BO BpeMsi 0epeMEeHHOCTH

[Ipu muarnoctupoBanuu XMJI B I TpumecTtpe GepeMEeHHOCTH HEOOXOIUMO OOCYIUTH C TMAIMEHTKOM
IpepbIBAaHUE UM COXpaHEHUE OEPEMEHHOCTH C YUETOM €€ MHAMBHUAYyalbHbIX 0COOCHHOCTEN (BO3pACT,
COILIMAJIbHBIE OCOOEHHOCTH, COIMYTCTBYIOIIHUE cocTosHMs) U (a3pl 3aboneBanus. [lpu XD XMIJI
BO3MOKHO coxpaHeHue OepemenHocTH. [Ipu @A m BK XMJI mokazano mpepeiBanue. Ha panHmX
CpoKax OEpeMEHHOCTH BO3MOXXHO HaOmroneHue 0e3 tepanuu win tepanus #Ud-o** B noze 3—6 ME
exenHeBHo [90], mociie 15 Henenu OepeMEHHOCTH PEKOMEH]I0BAHO HavyaTh TEpaIvio #UMaTuHHUOOM**
B TOM K€ peXuMe, 4To W y HebepemeHHbIX manueHToK [88,89]. Ilpu BeisBaenun XMJI Bo II-II1
TpuMecTpe OEpEeMEHHOCTH PEKOMEHJIOBAaHO COXpaHeHHEe OEpEeMEHHOCTH M MPOBEACHUE Tepamnuu
#UMaTUHUOOM™*™ B TOM K€ pexuMme, 4yTo U 'y HeOepeMeHHbIX nauueHTok. [Ipu BeisiBienun XMJI B 111
TPUMECTPE, OTHOCUTEIHHO HEOOIBIIOM JICHKOIIMTO3€ M OXUAAEMOMY CPOKY pOJIOB B TeueHue 1-2
MeCSIIIEB, BOBMOXKHO OTJIOXKHUTH Hauajo Tepanuu 10 ponoB. [Ipu TpoMOommTO3€ BO3MOXKHO Ha3HAUCHUE

AHTHATPETAHTOB.
Poabl u kopmiieHue

Cpoxu u crnoco0 poiopaspelieHrs BbIOUPAIOT C yYeTOM aKyIIepCKUX noka3zaHuil. Eciau qoctarounblit
KOHTPOJIb KIIMHUYECKUX NposBieHn XMJI coxpaHseTcs, MOKa3aHUH K MPOBEAECHUIO POIOPA3PEILICHUS
panbiie cpoka HeT. [Ipu mnporpeccupoBannu XMJI creayer pemuTh BONPOC O JTOCPOYHOM
ponopaspemienuu. Bo3zoonosnenue tepanuu MTK mocie pogos mpu orcyTcTBUU win morepe bMO

pexkoMeHIyeTcst 0e30TiIaraTesibHo.

NTK npoHukarmT B TpyAHOE MOJOKO. YCTaHOBJIeHO, 4To 103kl MTK mMatmauOa u HuoTHHMOA™*,
KOTOPBIE MOXKET MOJIyYUTh PEOCHOK IPU TPYAHOM KOPMIIEHMH, 3HAUUTEIBbHO HM)KE TEPANEeBTUUECKUX
[91], omnako »3¢dexTsr Bo3mewcTBUS naxe Mainbix A03 WMTK Ha nereir mepBoro roma >KU3HU
Hen3BeCTHBI. [Ipu HEOOXOTUMOCTH TPOBENCHUS TEpAUU Cpa3y IOCIe POJOB PEKOMEHIOBAHO

IIOAABJIATH JIAKTAIIHIO.

Ecnu x moMeHTy pomoB coxpansiercs: miyOokuid MO, BO3MOXKHO MPOJICHHE TEepephiBa B TEpANuu U
IpyJIHOE€ BCKapMJIUBaHUE MPHU MOJEKYJIIPHOM MOHUTOpuUHre 1 pa3 B 4—6 Hemellb WU TOTOBHOCTH

NAlUMEHTKU 3aBEPIINTh KOpMIIEHUE Npu Bo3oOHOBIeHnU Tepanuu UTK.

Bo03MOKHOCTH OTMEHBI TEpalnu HUTK Y NammeHToB C FﬂyﬁoKl/lM MOJICEKYJIAPHBIM 0TBETOM



UccnenoBanuss OTHOCUTENBHO BO3MOXKHOCTH COXPAHEHHUS! MOJIEKYJISPHOW PEMHMCCUU IOCJIE OTMEHbI
tepanuu MUTK mnokassiBator, uto okosno 40-60 % OonbHbix XMJI, ¢ TOCTUTHYTBIM CTaOMJIbHBIM
mry6okuM MO, MoryTt Ge3zonacHo mpekparuth Tepanuto UTK 6e3 BozHukHOBeHUMs penuauBa. [lpu
BO3HMKHOBEHUH MOJIEKYJISIPHOTO PELHINBA, CBOEBpEeMEHHbIM BO3Bpar K Tepanmu WUTK mno3Bosser
BHOBB JO0CTHYB IITyOokoro MO y mojaBisioniero 00ibIIMHCTBA MalueHToB [92-94]. MonekynspHbIM
PEUUINBOM IIOCJIE MPEKpAIICHUsI TEpalMyd CUYUTAETCS OJHOKPATHOE IOBBILIEHWE OTHOCUTEIBHOU
skcripeccun BCR-ABL 6onee 0,1 % mo IS (moreps BMO). OcHOBbIBasgich Ha HaKOIUICHHOU
uHpopmanuu o pemuccuu 0e3 nedenus: (PBJI), B COBpeMEHHBIX pPEKOMEHAANMIX MpeIaracTcs
U3MEHUTDh TAKTUKY BeeHUs TeX 00abHbIX XMJI, y KOTOpBIX OBLI MOSTy4YeH cTaOuibHbIN n1ydokuit MO

Ha ¢oHe anutenbHoU Tepanuu UTK.

Heo0xonnMble KpuTepuu U yCJI0BHUSI JJsi HaOaoaeHusi manueHToB ¢ XMJI B MoseKyJIsipHOii

pemuccuu 0e3 tepanuu UTK B yc10BUsSIX KIMHHYECKONH NPAKTHKH:

e Bo3spact crapuie 18 ner

o Hanwmuwne xponundeckoit pazpr XMJI

o JlnutenbHocTh Tepanuu UTK ot 3 ner

o Hamuuume B aHamHe3e NMOATBEPKIECHHOTrO KonudecTBeHHbIM [I[P Tunmunoro tpanckpunrta p210
(b3a2/b2a2).

e CrabunbHblii m1yOOKuil MonekynsipHblii otBeT (He menee MO4; BCR-ABL <0,01 % mno IS) na
MPOTSHKEHUM KaK MUHUMYM 2 JIET, IIPX 3TOM 3a IOJl 10 OTMEHBI, IOATBEPKACHHBIN KAK MUHUMYM B
3 aHanm3ax, B TOM 4YHCIE O0O0s3aTeNbHO B JIa0OpaTOpWH, CTaHIAPTU3UPOBaHHOW Mo IS ¢
YyBCTBUTEJIBHOCTHIO HE MeHee MO4,5.

e BO3MOXHOCTH NPOBENECHUS MOJEKYJIPHOIO MOHUTOPUHIA TIOCJIE NPEKpPalleHUs TEparuu B
naboparopur, CTaHAAPTU3UPOBaHHOM 10 IS (uyBcTBUTENBHOCTH HE MeHee MO4,5), ¢ KpaTHOCTHIO
€KEMEeCAYHO B TepBbie 6 MecsIeB HAOMIOAeHMs, KaKIple 2 Mecsla B IEPUOA OT 6 MecsIeB A0 rojaa
U Jlaiee Kaxaple 3 mecsua B nepuos nocie roga ormensl UTK.

e Hannune BO3MOXXHOCTH BO30OHOBJICHHS TEpanvM B TEUCHHE MECSIa B ClIydae MOJIEKYISIPHOTO
petnauBa (omHOKparHas nmoreps bMO/ BCR-ABL >0,1% mo IS, He TpeOyeT MOBTOPHOTO aHaIM3a
JUISL TIONTBEPKACHMSI) IOCJIE€ OTMEHbI TEpalnuu U MPOJOJDKEHUS MOJEKYJISIPHOTO MOHMTOPHUHIA

KaXXJIbIe TPU MecsIa JI0 BOCCTaHOBICHUS ITy0okoro MO mocie BO30OHOBICHUS JICUCHHUS.

Haoumonenuss nmanuedToB ¢ XMJI B MoJiekyasipaoii pemuccuu 0e3 tepanun UTK B yciaoBusix

KJIHHUYECKOH NPAKTUKHU HE MTOKAa3aHO:

o [Tanmentam monoxe 18 net

e [Tanuentam ¢ @A nnu BK B anamHuese

o [lpu oOmIel NTUTETLHOCTH TepANuu MeHee 3 JIeT

e [Ipu o6meii qurensHOCTH TiyOokoro MO meHee 2 et

o OtcyTtcTBHE OATBEPkAeHHOTO KonnyecTBeHHbIM [II[P TunuaHoro tpanckpunta p210 (b3a2/b2a2)
WIM HAJIMYUE aTUMUYHbIX TpaHckpunToB pl190 (ela2) umu p230 (c3a2).

e OrcyTcTBHE BO3MOXXHOCTM HPOBEACHUS PETYISIPHOIO MOJIEKYJISPHOTO MOHUTOPHHIA IOCIE
MPEKpaIleHNs Tepanuu B 1a00paTopuu, CTAaHIAPTU3UPOBAHHOM 110 [S (4yBCTBUTEIBLHOCTH HE MEHEE
MO4,5).



DaKTOPbI COXPAHEHUS] PEMHUCCHHU M CeJIeKIUs MALUEHTOB sl npekpamenus tepanuu UTK

bnaronpusiTHeie (akTOpbl, CBUIETEILCTBYIOMINE O BO3MOXKHOCTH mopanepxkanus PBJI B Hacrosiee
BpeMsl SBIISIOTCS MPEAMETOM ISl 00CYy X AeHHs. B OONbIIMHCTBE MCCIEAOBAHMN MMOKa3aHo, YTO Oosee
JUIMTENBbHBIN CPOK JiedeHus: u/uiau 1mmyobokoro MO accomuupoBaH ¢ Oonbliedl BEpOSTHOCTHIO
nogaepxkanus PBJI [92,94]. IIpoTtuBopeunBbie JaHHbIE TOTYUYE€HbI B OTHOLIEHUHU TaKUX (DaKTOPOB, KaK:
PE3UCTEHTHOCTh K mpemmecTByromei tepanuun MTK, Bbicokas rpymnma pucka mo Sokal, Bo3pact,
r1yOuHa MonekynsipHoro oTBeTa mepen orMmenor MTK, a takxke mokonenne UTK B mepBoit nmuHMM
tepanuu [92,94-97]. IlpucyrcTBUe Te€X WM HUHBIX (PAKTOPOB B HACTOSIIEE BPEMs pacCMaTpUBACTCS
KaK OTHOCUTENIbHOE TmpoTuBomnokazanue K mombiTke PBJI. Crhemyer wu3berarb 00001meHus
MIPOTHOCTUYECKOW IEHHOCTH KaKOro-TuOO0 OMHOTO (PakTopa M B KaXJAOM ClIydae OIEHHUBATh PUCK H

ITOJIB3Y NPCKpALICHUA TCPAIIUN Y KOHKPCTHOI'O IMAIIMCHTA 110 COBOKYITHOCTHU BCCX NAHHBIX.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH
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HOCTM peKo-
MeHAauun
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AOCTOBEpPHO-
cTHn AOKa3a-
TenbCTB

BbinosiHEHO noATBepXAeHWe AuarHo3a CTaHAapTHbIM - LUTOrEHETUYECKUM
nccnefoBaHMeM KOCTHOrO Mo3ra MW/WnuM  uccnefoBaHMeM KOCTHOro Mo3ra
mMeTonoM FISH ans BbigaBneHns xmmepHoro reHa BCR-ABL

C
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BbinosIHEHO NOATBEPXAEHWE AMarHo3a AaHHbIMU MOJSIEKYNSAPHO-rEHETUYECKOro
nccnenoBaHus € onpeaeneHnem tuna TpaHckpunta BCR-ABL

MpoBeAeHa TapreTHasl Tepanus MHIMGUTOpPaMmM TUPO3UHKMHA3 1-i IMHUK

MpoBeaeHa oueHka 3MPEKTUBHOCTU Tepanum WMHrMbutopamMm TUPO3MHKUHA3
lon AWMHWUM MeToAOM CTaHAAPTHOrO0 LMTOreHEeTUYEeCKOro WcCnenoBaHus
KOCTHOro Mo3ra W/WAM  MONEKYNSpHO-FeHETUYECKOro UCCnefoBaHusa C
KOJIMYECTBEHHbLIM OMNpeAeneHneM OTHOCUTENIbHON 3KCIpeccum TpaHCKpunTa
BCR-ABL Ha cpoke 3, 6, 12 MecsaueB Tepanuu U 4yepes3 Kaxable 6 MecsueB
nocne roga Tepanuun CorflacHoO CXxeMme MOHUTOPUHIa 3PdeKTUBHOCTU

1 nnHnKn Tepanuu

MpoBegeHa cMeHa Tepanun 1 AnHUKM (MHTMOBUTOpPaAMM TUPO3MHKMHA3) Ha
npenapaTtbl 2 JIMHUW NPWU BbISIBIEHUM HeyAauu Tepanum Ha ntboMm cpoke
JIeYeHUs cornacHo CXeMe MOHUTOPUHra 3P@PEeKTUBHOCTU U KPUTEPUEB OTBETA,
Ha Tepanuio UTK 1-i nnHum

MpoBeaeHa oueHka 3PPEKTUBHOCTU Tepanuu WHrMbuTopamm TUPO3UHKMHA3
2-i IMHUM  METOAOM CTaHAAPTHOrO0  LMTOreHEeTUYEeCKOro WuccnenoBaHus
KOCTHOrO  Mo3ra  UW/MaM  MONeKynsSpHO-reHeTUYecKoro  1ccneaoBaHus
C KOJIMYECTBEHHbIM OrMpeAesieHNeM OTHOCUMTENIbHOM 3KCMPeccun TpaHCKpUnTa
BCR-ABL Ha cpoke 3, 6, 12 MecsiueB Tepanuu u 4yepe3 Kaxable 6 MecsLeB
nocne roga Tepanuum COrlacHO CXeMe MOHUTOPUHra 3ddEKTUBHOCTU 2 NNHUK
Tepanuu

MNpoBeneHa cMeHa Tepanuu 2-M JIMHUWM WHIMOGUTOPaMM TUPO3MHKMHA3 Ha
npenapatbl 3-W AMHUM MPU BbISBIEHUN Heydauu Tepanuu Ha nobom cpoke
JIeYEeHUS COrnacHO CXeMe MOHWUTOPWHra 3P@PEKTUBHOCTM U KPUTEPUEB OTBETA
Ha Tepanuto UTK 2-1 nnHnn Tepanuu

BbIMO/IHEHO MOJEKYNSAPHO-FEHETUYECKOE WCCeAOBaHME TOYEeYHbIX MyTauui
reHa BCR-ABL B cny4yae BbIiBNeHUSA Heydauu Tepanuu 1 unm 2 JIMHUKM Ha
NO6OM CpoKe JieYeHUst COrfacHO CXeMe MOHUTOPUHra 3hdOEKTUBHOCTUM W
KpuTepues oTBeTa Ha Tepanuio UTK
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B.A. AnmazoBay MunzapaBa P®, mnpeacraButenr Poccum B MexaynapomHom  (doHze
xpoHudeckoro muenoneikosa (International Chronic Myeloid Leukemia Foundation).

7. Ky3sbmuna Jlapuca AHaTOJIbeBHA, K.M.H., 3aB. HAay4YHO-KIIMHUYECKHUM  OTAEJICHHEM
BBICOKOZIO3HOW XUMHUOTEPANINH U TPaHCIUIaHTaUuKu KOCcTHOro mo3ra ®PI'bY «HMULL remaronorum»
Munsapasa Poccuu, sxcniept PAH, wien HarmonaabHOTO reMaTroiorn4eckoro o01ecTna.

8. Kyues Cepreii UBanoBu4, 1.M.H., tupekrop @PI'bHY «Menuko-reHeTnyecKkuii HayqYHblii HEHTP»
®AHO Poccun, 3aB. kadeapoit MonekynspHoit u kierounoit reueruku ['bOY BO PHUMY um.
H.A. IluporoBa MunsnpaBa Poccum, TI71aBHBIA BHEIITATHBIM CIEUAIUCT IO MEIUIIMHCKOMN
renetuke Munzapasa Poccun, npenceaarens npaieHuss ACCOLMALMM MEIUIIMHCKUX T€HETUKOB,
yieH [Ipesunuyma npasnenus «Poccuiickoro o01ecTBa METUIIMHCKUX TEHETUKOBY.

9. Jlomauna Ea3a l'anaktuonoBHa, k.M.H., B.H.c. HUJI onkoremaronoruu MHCTUTYTa T€MaTOJIOTUU
OI'BY «C3OMUIL um. B.A. Anmazosay, uied HanmoHaabHOTO reMaToIOTMUYECKOro OOIecTBa
(Cankr-IlerepOypr, Poccus).

10. MaprhinkeBuy Hpuna CrenanoBHa, 1.0.H., pPyKOBOAMUTENs JabOpaTopuu MOJEKYISIPHOU
reHetukn PI'BY  «Poccuiickuii  Hay4HO-MCCIIEOBAaTEIbCKUM HMHCTUTYT TI'€MaTOJOTHH U
TpaHcdy3uonorun denepanbHOr0 MEIUKO-OMOIOTMYECKOTO areHTCcTBa», wieH HanuoHambHOTO

reMaTOJIOTHYECKOTO OOIIeCTBa.



11.

12.

13.

14.

15.

16.

17.

18.

19.

20.

Mopo3oBa Ejena BaaauciaBoBHa, K.M.H., J0I. Kadeapsl reMaTojOTUH, TPaHCHY3UOIOTUH H
tpanciutanronoruu [ICII6IMY um. akan. W.I1. IlaBnoBa, uien European Leukemia Net (ELN)
(Cankrt-IlerepOypr, Poccus).

Oo0yxoBa Tarbsina HuxudopoBHa, K.M.H., Bpau — Ta0OpaTOpHBIA TEHETHUK, 3aB. HAYYHO-
KJIIMHU4YecKkoil tadbopartopueit kapuosioruu @I'bY I'HI Munzapasa Poccun, wien HaunonanbHOTro
remMarojorudeckoro oomiecta, Poccuiickoro oOmiecTBa OHKoreMarojioros, EBporelickoro
o0111eCTBa IUTOTE€HETHUKOB.

IlocnenoBa Tarbsina UBanoBHa, A.M.H., ipod., 3acmyxkeHHbIi Bpau Poccum, mpopexTop 1o
HayuyHoil pabore ®PI'bOY BO «HoBocuOMpckuil rocynapCTBEHHbIN MEAUIIMHCKAN YHUBEPCUTET»
MumnsznapaBa Poccun, 3aB. xadenpoi tepanuu, remaronorur u tpancdysuonorun OIIK u I1I1B
OI'bOY BO HI'MY Munsapasa Poccun, pykoBoautesib ['0poaCcKoro reMaToJoruaeckoro eHTpa
r. HoBocubupcka, miaBublii rematonor Cudupckoro ®denepansnoro Oxpyra u HoBocubOupckoi
obmnactu, mpeacenareab MOO «Accouuarus Bpaueii-remarosioro» (HoBocubupck, Poccus).
CynapuxoB Anapeii bopucoBuu, 1.0.H., 3aB. 1abopatopueid MoneKkyasapHoi oHkojgorun OI'BY
«HMMUI] remaronorun» Munsapara Poccun, sxcnieptr POOU, PH®, ®CBOK.

Typkuna Anna I'puropseBHa, A.M.H., npod., 3aB. HAyYHO-KOHCYJbTATUBHBIM OTIECJICHUEM
xumuorepanuun  muenonponudpeparuBueix  3aboneBanuit  OBI'Y THL[ MunznpaBa PO,
npencenaresib  paboyeil  MCCIEeNOBaTeNbCKOM TPYyNMbl MO XPOHUYECKOMY MHUETIONIEHKO3Y
Hauuonansaoro I'ematonmoruueckoro OOmectBa (HI'O), pykoBoguTens Poccuiickod rpynmnsl u
yieH skcneptHoro coseta ELN, EBpomeiickoro remaroioruuyeckoro ooOmecTBa MO H3YyYEHHUIO
JIEMKO30B, YJIECH-IIPEACTABUTENIb POCCHN B MEXIYHAPOIHOM KOMHUTETE MO MU3YUYEHUIO JIEMKO30B U
acconmupoBaHHBIX ¢ HUM 3a0oneBanuii, IACRLRD World Committee, unen EBpomeiickoit
HCCJIEIOBAaTENIbCKOM  Ipynmbl MO  M3YYEHUIO  XpoHHueckoro  Muenoneiko3a (EICML),
aMmepukaHckoi acconmaruu remaronioroB ASH (American society of hematology), Cubupckoro
o011ecTBa reMaToJoroB.

Layp [I'puropumii AmnHaToJbeBMY, [.M.H., 3aB. JiabopaTopueld MOJCKYIIpHOW OUOIOTHH,
uMMyHopeHotunupoBanuss u naromopdornorun ['bY3 CO «OOnactHast aeTrckasi KIMHAYECKAsS
o6onpHua N 1», . ExarepunOypr, Bpau kiauHu4eckoil saboparopHoil muarnoctuku ['AY3 CO
«VMHCTUTYT MEIWIMHCKUX KIETOYHBIX TEXHOJOTHi», T. ExarepuuOypr, uien HammonamsHOTO
o0miecTBa JETCKUX TIeMarojoroB W  oHkojoroB, wieH FELN, wunen EBpomeiickoro
reMaToJIOTMYECKOT0 O0IIECTBA MO U3YYEHHIO JIEHKO30B.

®omunbix Muxaua CepreeBu4, K.M.H., H.C. ®I'BY «Poccuiickuii Hay4yHO-HCCIIe10BATEIbCKUI
MHCTHUTYT IeMaTojioruu u Tpancdysuonorun dOenepanbHOT0 MEAUKO-OMOIOTHYECKOTO areHTCTBAY,
wied EHA, ASH, ELN.

YeabimeBa Exarepuna IOpbeBHa, K.M.H., C.H.C. HAay4YHO-KOHCYJbTaTUBHOI'O OTACJICHUS
xuMuoTepanun  MuenonponudepatuBubix  3aboneBanuit  ®I'BY  «HMUL[ rematonorum»
Munzapasa Poccun, wien HarmonansHoro remarosiorudeckoro oomectsa, ELN.

IlyBaes Bacwiauii AHaroabeBM4, K.M.H., c.H.c. ®IBY «Poccuiickuii  Hay4dHO-
MCCJIEIOBATeIbCKUN HMHCTUTYT TeMaroyiornu W TpaHcdysuonoruu DenepalbHOrO MEIUKO-
OMOJIOTMYECKOTO areHTCTBaY, WieH HannoHalbHOTo reMaToIoruueckoro oo1ecTsa.

IlyxoB Ouaer AJiekCaHAPOBMY, K.M.H., H.C. HAy4YHO-KOHCYJIbTaTUBHOIO  OT/ACIICHUS
xumuorepanun  MuenonponudepatuBubix  3aboneBanuit  ®I'bBY  «HMUL[ remaronorum»

Mun3apaBa Poccun, wien HarmonansHOTO Temaronorudeckoro obdmectna, wieH EHA, ELN.



biok o opranu3zanuu MeAMIUHCKON TOMOIIIU:

1. I'epopksan Turpan I'armkoBu4, 3amecturens nupekropa HUU KOP OI'bY «HMUL] onkonorun
nmMm. H.H. biroxunay, raBHBIN cHIeIMaInCT-0HKOI0T MOCKOBCKOM 00J1aCTH.

2. UBanoB Cepreii AnaroabeBu4, A.M.H., npod. PAH, mupekrop MPHI[ um. A.®. [[piba —
¢ummana ®I'bY «HMUL] pagunonorun» Munszapasa Poccun.

3. HeBosibckuX AJlekceil AJjiekceeBMY, J.M.H., 3aMECTUTEIb IUPEKTOpa MO JiedeOHOW paboTe
MPHI] um. A.®. [{p16a — punmmana ®I'bY «tHMUL] pagronorun» Munszapasa Poccun.

4. Xainopa 7Kanmna BaagummpoBHA, K.M.H., 3aMECTUTENIb JUPEKTOpPAa MO OPraHU3aLUOHHO-
Meronnueckon pabore MPHI[ um. A.®. [piba — ¢unmmana ®I'bY «HMUIL] panuonorum»
Munsznpasa Poccun.

Kon¢umkT uHTEpecoB: OTCYTCTBYET y BCEX WICHOB paboyeil rpymibl.



IIpunoxxenne A2. MeronoJiorusi pa3padoTku
KJIMHUYECKHUX PeKOMEeHIAIUH

ue.]'leBaﬂ AYAUTOPUA KIMHHYCCKHUX peKOMeHHaHHﬁ: CIICHHaJIMCThl, HWMCIOIIUC  BBICHICC

MCIUITMHCKOC O6p330BaHI/I€ o CICAYIOIHM CIICHUAJIBbHOCTAM:

. Bpauu-remarosoru.

. Bpauu-oHkoJoru.

. Bpaun-tepaneBTsl.

. Bpaun — aky1epbI-ruHEKOIIOTH.
. Bpauu o01ieii mpakTUKH.

. Bpaun — knuHn4eckue hapmakosaory.

~N O O B W N~

. CTy,HeHTBI MCIUIMHCKUX BY30B, OPJAUHATOPLI U aCIIUPAHTEI.

B JaHHBIX KIMHHUYCCKHUX PCKOMCHIANMUAX BCC CBCACHUS PAHKXHUPOBAHLI IO YPOBHIO JOCTOBCPHOCTHU

(moKa3aTenbHOCTH) B 3aBUCUMOCTH OT KOJIMUECTBA U KAYeCTBA UCCIIEIOBAaHUH 10 JaHHOU mpobieme.
MeTtoabl, HCIIOJIB30BAHHBbIE 1JIS COOpa/CeeKIMU 10KA3ATEeNbCTB:

- TIOMCK B 3JICKTPOHHBIX 0a3ax JaHHBIX;

- aHaJIM3 COBPEMEHHBIX HAayYHBIX pa3pabOToK 1o mpobiieme paka numieBoja B PO u 3a pydexom;

- 0000111eHNE TPAKTUYECKOTO OIBITa POCCUUCKUX U 3apyOeKHBIX CIIECIIUATHUCTOB.

Hna ouenku ypoBHs YYP um V/J mo kaxaomMy TE3UCY-pEKOMEHIAIUU BBITIOJHEH OTACIbHBIN
CUCTEMATHUECKUN 0030p J0Ka3arenbCTB J(PGEKTUBHOCTH W/WIM 0O€30MaCHOCTH MEIUIIMHCKOTO

BMCIIATCIIbCTBA, BKJTIOUAFOIITUM CJICAYIOIINC OTallbl:

1. Onpenenenne KpuTepueB MOMCKa M OTOOpa myOnukaiuii o kinHuueckux uccinenoBanusx (KUN)
3¢ HEeKTUBHOCTH W/WiIM O0€30MacHOCTH MEIUIIMHCKOTO BMEIIATEIhCTBA, OINKWCAHHOTO B Te3HCe-

pEKOMEHIAIUH.

2. Cucremaruyeckuii mouck u oroop myonukammii 0 KM B COOTBETCTBUU C OMpeEICHHBIMUA paHee

KPUTEPUSIMHU.

3. Ompenenenne YIJI u YVYP Ha ocHOBaHMH pPE3yJbTaTOB CHCTEMATHYECKOTO TOWCKAa M OTOOpa

nyOnukanuit o KA.
Metoabl, HCIIOIb30BAHHBIE /ISl KAYeCTBA U CHJIbI J0KA3ATEJIbCTB:

» KoHceHcyc 3kcnepToB

e Onenka YJIJI u YYP npoBoauTcs Ha OCHOBaHUY €AMHBIX ITKAJI, TPEACTaBICHHBIX B (Tabm. I11-3).

Taomuua II1. [lkana onenku ypoBHed Y/IJI 118 METOJOB JIMATHOCTUKU (JIMArHOCTHUYECKUX

BMEIIATEILCTB)

| vyan | PacwuuudpoBka



1 CucremaTtmyeckume 0630pbl UCcnefoBaHUii C KOHTPOEM pedepeHCHbIM MeToA0M
WK cucTeMaTuveckmin 0630p paHAOMU3NPOBAHHBIX KIIMHWYECKMX UCCNeAOoBaHUM C MpUMEHEHWEM MeTa-aHanmsa

2 OTaenbHble UcCcnefoBaHUs C KOHTposieM pedepeHCHbIM METOAOM WAW OTAEesbHble paHAOMU3NPOBAHHbIE KIMHMYECKME
NccrnepoBaHMs U cuctemaTndeckme o63opbl MccnenoBaHui noboro AmsariHa, 3a UCKIIYEHWEM PaHAOMU3MPOBAHHbIX
KIMHUYECKNX UCCNefoBaHUi, C MPUMEHEHMEM MeTa-aHanmsa

3 WccnepgoBaHua 6e3 nocnefoBaTesibHOrO KOHTPOAS pedepeHCHbIM MeToAOM WAW UCCNefoBaHus € pedepeHCHbIM
MeToaoM, He gdBndwmumMmca Hes3aBuUCMMbIM OT UCCeayeMoro Metoaa WM HepaHAOMU3UPOBaHHbIE CpaBHUTEJIbHbIE
nccnefoBaHvs, B TOM YMCTe KOFOPTHbIE UCCef0BaHUs

4 HecpaBHWTeNbHbIE NCCNENOBaHUS, ONUCaHNE KIIMHUYECKOro ciy4as

5 MmeeTcsa nuwb 060CHOBaHWE MexaHU3Ma AeNCTBUS N MHEHUE 3KCNepToB

Tab6amnua I12. Illkana onenku ypoBHed Y/IJI mist MeTo0B pOPUIAKTUKY, JICUEHUS U peaOuIuTauu

(mpo¢unaKkTUYECKUX, JIEYCOHBIX, PEAOMIUTAIIMOHHBIX BMEIIATEILCTB)

yan Pacwmdcdposka

1 CucrtemaTtnyeckumit 063op PKW ¢ npymMeHeHnem meTa-aHanusa

2 OTpenbHble PKU 1 cuctematuyeckme o630pbl nccnenosaHmin noboro AmsanHa, 3a uckiwdveHnem PKW, ¢ npumeHeHnem
MeTa-aHanusa

3 HepaHaoMU3MpoBaHHbIE CpaBHUTE/bHbIE UCCIEA0BAHUS, B T.4. KOFOPTHbIE NCCNef0BaHNs

4 HecpaBHuTeNbHbIE MCCNENOBaHUSA, OMWCAHWE KIMHUYECKOro cay4vyas WM Cepumn CryyaeB, WCCeAoBaHWUS <«cny4van-—
KOHTPO/b>»

5 MmeeTca nuwb o60CHOBaHWEe MexaHW3Ma [AeNcTBUS BMelwaTenbCcTBa (AOKIMHUYECKME WCCEef0BaHUSA) WU MHEHue
3KCNepToB

Ta6auua I13. [lIkana onenku ypoBHeit YVYP 11 MeTon0B NpopMIakTUKU, AUATHOCTUKH, JICUCHUS U

pea61/IJ'II/ITaHI/II/I (HpO(l)I/IIIaKTI/I‘IeCKI/IX, JUAarHoCTHYCCKHX, J'Ie'-Ie6HI>IX, pea6HHI/ITaHI/IOHHLIX

BMEIIATENbCTB)
YYP PacwudcdpoBka
A CunbHaa pekoMeHzaumsa (Bce paccMaTpuBaeMble KpUTepun 3P hEeKTUBHOCTU (MCXOAbI) SIBASIKOTCS BaXXHbIMKU, BCe

nccneaoBaHna  MMEKT  BbICOKOE WM YAOBJIETBOPUTENIBHOE METOAOJIONMYECKOE KayeCTBO, WX BbiBOAbI
no nHTepecyrnwmnm ncxonaam ABndrTCA COITIaCOBaHHbIMVI)

B YcnoBHasa pekoMeHaaumsa (He BCce paccMaTpuBaeMble Kputepumn 3ddeKTUBHOCTM (MCXOAbl) ABNSKOTCA BaXHbIMU,
He BCe MWCCNefOBaHUs WMMEKT BbICOKOE WAW YAOBNETBOPUTENbHOE METOAOSIOrMYeckoe KayecTBO U/Min ux
BbIBOAbl MO MHTEPECYIOWNM UCXOAaM HE SIBASKOTCS COrflacoBaHHbIMK)

C Cnabasa pekomeHaaums (OTCYyTCTBME AOKa3aTeNbCTB HaafieXxalero Kkavyecrsa; BCe pacCMaTpuMBaeMble KpUTepum

apdPeKTUBHOCTM (MCXOAbl) He SBASIOTCA BaXHbIMW, BCE MWCCNEeA0BaHUS WMMEKT HU3KOe MEeTOAO0S0rnyeckoe
KauyecTBo
M UX BbIBOAbI MO UHTEPECYIOLLMM UCXOAAM He SBMISIIOTCS COrslacoBaHHbIMM)

Nuaukaropsl 1o0pokavyecTBeHHON KanHn4yeckoil mnpakTuku (Good Practice Points — GPPs):

JloOpokayecTBeHHass MpakTUKa PEKOMEHJAIMM OCHOBBIBACTCS Ha KBaTU(UKAIMM U KIMHUYECKOM

OIBITC aBTOPCKOI'O KOJIJICKTHUBA.

Metoabl, HCTIOIb30BAHHBIE /51 GOPMYITHPOBAHHUSA PEKOMEHIANMIA: KOHCEHCYC IKCIIEPTOB.

DKOHOMHMYECKHH aHAJIM3: aHAJIN3 CTOMMOCTH HE MPOBOAWIICS, MyOMMKauu 1Mo (HapMaKOdIKOHOMHKE

HC aHAJIN3UPOBAJINCE.

MeToa BaJauau3anumn peKDMeH}IaHHﬁ:

e Braemnss OKCIICPpTHAA OICHKA



e BHyTpeHHss dKCniepTHas OLICHKA
Onucanue MeToaa BAJIMAU3ALMU PEKOMEHIALMIA:

HaCTOSIHlI/Ie PEKOMCHAAINHN B Hpe,Z[BapHTCHBHOﬁ BCPCUH PCUCH3UPOBAHbI HC3aBUCUMbBIMHU JKCIICPTAMU,
KOTOPBLIC IOIIPOCHUIIM ITPOKOMMCHTHUPOBATH IPCIKAC BCCIO0, HACKOJIBKO MHTCPIIPCTAINS NOKA3aTCJIbCTB,

JIe)KAIIUX B OCHOBE PEKOMEH AN, JOCTYITHA JJIs1 IOHUMAaHHSL.

HOqueHBI KOMMCHTAapruu CO CTOPOHLI Bpa‘{eﬁ-ﬂeTCKI/IX OHKOJIOTOB IICPBUYHOI'O0 3BCHA B OTHOHICHUUN
JOXOOAYMBOCTH HM3JI0KCHUA peKOMGHI[aI_II/Iﬁ N HMX OICHKH Ba)>XHOCTH pGKOMeHI[aI_II/Iﬁ Kak pa60qer0

HHCTPYMCHTA HOBCGﬂHeBHOﬁ IMPAaKTHUKH.

KommenTapuu, mnomydeHHbIE€ OT 3KCHEPTOB, TIIATEIBHO CHCTEMAaTU3UPOBAIUCH U OOCYXKIAIUCH
npejacenaTesieM U wieHamu padodeit rpynmbl. Kaxapiii MyHKT 00CyKaaics U BHOCUMbIE B pe3ylibTaTe
3TOTO M3MEHEHHUS B PEKOMEHJALMHU PErUCTPUPOBANUCh. Ecin ke W3MEHEHUs HE BHOCWIHCH, TO

PETUCTPUPOBATINCH ITPUIHHBI OTKa3a OT BHCCCHUA W3MCHCHUM.

KOHCYJ'IBTa]_[I/II/I M OKCIICPpTHAA OLCHKA: IMPOCKT peKOMeHI[aHI/Iﬁ PEUCH3UPOBAH TAKKC HC3aBHCHUMbIMU
OKCIIEpTaMH, KOTOPBIX IMONPOCHIIM ITPOKOMMCEHTHPOBATH IPCIKAC BCCTO JOXOAYUBOCTb W TOYHOCTH

WHTEPIIPETALIUN JI0Ka3aTeIbHOM 0a3bl, JiexKalel B OCHOBE PEKOMEH/ AU,

JIJisi OKOHYATEeNbHON peNaklMi U KOHTPOJS KauecTBa PEKOMEHJIAIMK TOBTOPHO MpPOaHAIN3UPOBAHBI
YIeHaMH padodeil rpyIbl, KOTOpPbIE MPUIUIA K 3aKIOYEHHIO, YTO BCE 3aMEYaHMsI U KOMMEHTapHUU
AKCIIEPTOB MPUHATHI BO BHUMAaHUE, PUCK CHUCTEMATUYECKUX OMIMOOK MpU pa3pabOTKe peKOMEHAAlHA

CBEJICH K MUHUMYMY.
IHopsinox 00HOBJICHUS KIMHUYECKUX PEKOMEH AU

MexaHu3m OOHOBIICHHUS KIMHUYECKUX PEKOMEHJAIMN TpelycMaTpuBaeT WX CHCTEMAaTHYECKYIO
aKkTyaJlM3alMio — He pexe 4eMm | pa3 B 3 roga, a TakKe MpU MOSBICHUU HOBBIX JAHHBIX C MO3ULIUU
J0Ka3aTebHOW MEIULMHBI MO0 BONPOCAM AMArHOCTUKH, JIEUEHHs, TPOPUIAKTUKU U peaduIUTALNU
KOHKPETHBIX 3a00JIeBaHUN, HATTUYMH 000CHOBAHHBIX JOIMOJHEHUI/3aMEUaHUI K PaHEE YTBEPKICHHBIM

KP, Ho He gamnie 1 pa3za B 6 mecs1ieB.

Pemenue 00 oOHoBnenun npuHumaer M3 PO Ha OCHOBE MpEeASIOKEHUN, MPEACTABICHHBIX
MEIUIIMHCKUMHA HEKOMMEpPYECKUMU TpodecCHOHaNbHBIMU  opranu3anusamu. CdopMupoBaHHbBIC
IIPEMIOKEHUS JTOJDKHBl YUUTBIBATh PE3YJIBTAaThl KOMIUIEKCHOM OLIEHKH JIEKAPCTBEHHBIX IIPEINApaTOB,

MEIUIIMHCKUX U3JIETUH, a TAK)Ke PE3yJIbTaThl KIMHUYECKOU arpooaruu.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

I[aHHI)Ie KIIMHUYCCKHUEC PCKOMCHIAAIINN pa3pa60TaHI>1 C y4ueTOM CJICAYIONINX HOPMATHBHO-IIPABOBLIX

JOKYMEHTOB:

1. ITpuka3 Munsapasa Poccun ot 10 anpens 2017 . N 203 1 «O06 yTBep:KI€HUU KPUTEPUEB OLICHKU
Ka4eCTBa MEIUIIMHCKON TTIOMOIIIM.
2. [Ipuka3 Munsznpasa Poccuu ot 15 Hos1Opst 2012 . N 930n «O0 ytBepxkaenuu [lopsinka oxazaHus

METUIIMHCKON ITOMOIIM HACEJICHUIO TI0 MPOMUITIO «TEMaTOJIOTH.

AKTyaJIbHble MHCTPYKLMHU K JIEKAPCTBEHHBIM IIperaparaM, YIIOMHUHA€MbIM B JIAHHBIX KIMHUYECKHUX

pPEKOMEHIAITNAX, MOXKHO HAUTH Ha caiTe http://grls.rosminzdrav.ru.



Ipusoxxkenue b. AJroputMbl BeJleHUS NAIUEHTA
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IHpuiaoxenue B. Unopmanusa 1/ NAIMEHTOB

[nyGokoyBakaeMblii ... !

VY Bac BwisiBieHO 3a005eBaHne — XpoHUYeckuit muenoneiikos. [Ipu pazsutun XMJI Bo3HHKAET KIOH
JIEWKO3HBIX KJIETOK, KOTOPBIM BBITECHSET KJIETKM HOPMAJIbHOIO KPOBETBOPEHHUS B KOCTHOM MO3TE.
Jleiiko3HbIE KIJIETKU COAEpPKAaT MapKep 3Toro 3aboneBaHus — gpunanenspuiickyto xpomocomy (Pht) u/
nmu TpaHckpunT BCR-ABL. JlaHHbIE MapKepbl BBISBISIIOTCS MPU LUTONEHETUYECKOM HCCIIEIOBAHUH
KOCTHOTO MO3ra WM MOJICKYJISIPHO-TEHETUYECKOM HCCienoBaHuu mnepudepuyeckoit kpoBu. XMJI
HEpPEeIKO BBISBIISIETCS MPU CIIy4alHOM aHajiu3e KPOBH, W KIMHUYECKHE CUMITOMBI 3a00JieBaHUS Ha
MOMEHT €ro JUarHOCTHMKH MOTYT OTCYTCTBOBaTh. OJHAKO B cCllydyae OTCYTCTBHS CHELM(PUUECKOTO

JICUCHHUS HEU30EIKHO MMPOUCXOJUT IMOCTCIICHHAS ITPOTPECCU 3a00JICBaHUS.

Jns nedenuss mauueHToB ¢ XMJI NpUMEHSAIOT COBPEMEHHYIO LEJIEHANpPaBICHHYIO TEPalui —
npenaparbl UHrUOUTOpPHl TUpo3uHkWMHA3 (MTK), 4ro mo3Boisier [H0OUTHCS 3HAUYUTEIBHOTO
YMEHBIICHHS] YUCJIAa JICMKO3HBIX KIJIETOK WU OMNpeAenseT OIaronmpusTHBINA TOJTOBPEMEHHBIN MPOTHO3
3a0oneBanus. B Hacrosiiee Bpemsi B Poccuiickoii @enepanuy 10CTyIHbI HHTMOUTOPBI TUPO3UHKUHA3
1 u 2 nokonenus. Beibop npenapara ansa Baiero nedenust Tepanuu OCyIIECTBISETCS C YUETOM (pa3bl
3a00JyieBaHMsI, COMMYTCTBYIONIEH marosoruu u nmodouHsix 3¢ dextoB kaxnoro UTK, B cooTBeTcTBUU €
COBPEMEHHBIMU pekoMeHaanusmMu 1o tepanuu XMJI. B GonbmmucTBe cimydaeB XMJI BbIsBiIsIeTCS B
xpoHuueckoil Qaze (XP), u yedeHre npoBoautca amOynaropHo. OAHAKO MPU HAJIMYMK [OKa3aHUM

MOXKCT OCYHICCTBIIATHCA T'OCIIUTAJIU3 A,

OcHoBHOW mnpuHIMn Tepanuun XMJI — HMHOyKUMs OTBETa HA JIEYEHUE U IIOJAaBJIECHUE KIIOHA
nerikeMuuyecknx Ph+ KIeTok ¢ 1enbio CHUKEHUsl pucka rnporpeccuu 3adoneBaHusi. Pe3ynbrarsl TOJIbKO
o0I1ero aHaiau3a KpOBU IOCIE JOCTH)KEHUS IOJHOM IeMaToIOTMYeCKOd PEMHUCCHM HE SIBISIFOTCS
JOCTaTOYHO MH(GOPMATUBHBIMHU JJis OIICHKM OTBEeTa Ha Tepamuio. OCHOBHBIMH METOIAMU OIICHKU
o0beMa JIEMKO3HOTO KJIOHA U MapaMeTpaMu, XapakTepu3yomumMu 3¢p(HeKTUBHOCTh Tepanuu rnpu XMJI,

ABIIAIOTCA OUTOICHCTUYCCKUC U MOJICKYJIAPHO-TCHECTUYCCKHUC MCTOAbI NCCIICAOBAHUA

KiroueBbim ipu XMJI siBisieTcsi cBoeBpeMEHHOE TepeKioueHrne Ha 6osee 3 pekTuBHBIE TIpemapaThl
NPy HEyJlaye Tepanuy NEPBOM JMHUM U CBOEBPEMEHHOE PELICHHE BOIPOCA BOMPOC O BHIIOJIHEHUU
AJUTOTEHHOM TPaHCIUIAHTAIIMN KPOBETBOPHBIX KIIETOK KOCTHOTO MO3ra. [[71s1 TOro 4ToObl OMpenaenTh
MOKAa3aHUsI K NPOJO/DKCHHUIO JICUCHUS WM K CMEHE Tepanuu, OTBET Ha JiedeHue npu XMJI
OTPENIETISIIOT, KaK ONTHMAJIbHBIA, HEyJdaua Wiu mnpenynpexacHue. Ha kaxaoMm cpoke HaOMoneHHs

CYLIECTBYIOT CBOM KPUTEPHUH JJISI ATUX ONPEIACICHUN.

OntuManbHBIM OTBETOM Ha jieueHue npu XMJI cuutaror: cHukeHue ypoBHs Tpanckpunta BCR-ABL
<10 % wuepe3 3 mecsua, <l % uepe3 6 mecsaueB u <0,1 % uepe3 12 mecdueB nedyeHUs, a TaKKe
yacTHUUHbIM 1uToreHetnyeckuii oreBer (Ph+ <35 9%) wuepe3 3 Mecsma Tepanuu ¢ TOJTHBIN
nuroreHerndyeckuii oreer (IILO) x 6 mecsuam Tepanuu. ONTUMaJIbHBIA OTBET MpPU XOPOUIEH
NEPEHOCUMOCTH  JICUEHHUS, CBUJETENbCTBYET O ONAarompusTHOM IPOTHO3€ U  JJIUTEIbHOU
BBDKMBAeMOCTH 0e3 nporpeccupoBanus. [Ipu ontuMaabHOM OTBETE U AJTUTEIBHONW BHIKUBAEMOCTH 0€3

MPOTPECCUPOBaHUS, Tepanusi OyleT MPOJOIKEHA B MPEKHEM PEKUME.



Heynaya Tepanuu mpezmnonaraeT moOBBIIICHHBIA PUCK MPOTPEeCcCHH 3a00J€BaHUs U SBISIETCS OCHOBOM
JUIsL OOCYXIAEHHS BOIIPOCa O 11eJIeCO00pa3HOCTH U3MeHeHus Tepanui. [Ipu Heyaue Tepanuu B IEPBYIO
oyepelb HEOOXOAMMO OLEHUTh MPUBEPKEHHOCTh MALMEHTa K JICYECHUIO, T.€. PEryIspHOCTb MpHeMa
npenapara. Kputepusmu Heymgauum Tepanuu sBisiorcsa: ypoBeHb BCR-ABL >10%, Ph+ >95% wu
OTCYTCTBHE TeMaToyiornyeckoro otBera yepe3 3 wmecsaua; BCR-ABL >10%, Ph+ >35% wuepe3 6
mecaues; BCR-ABL >1%, Ph+ >0% uepe3 12 mecsaue. @akTtopaMu pucka HeyJaud Ha 3 mecsiia
Tepanuu siBnsieTca ypoBeHb BCR-ABL> 10%, Ph+ >65%. Eciu HegocTarouHblil OTBET HE CBA3aH C
HapylIeHUEM TpreMa Tpernapara OyayT NMpoBoauTCs aHanu3 myTtauuii reHa BCR-ABL. Tlpu Tepanuun
uMaTUHUOOM OyneT BbinosaHeHo nepekintoueHre Ha MTK2 nubo noseiieHne 10361 uMatnHuOa. Beidop
UTK npu usMeHenun JedeHus OyleT OCYIIECTBISTHCS C YYETOM COIYTCTBYIOIIEH NaTOJIOTHH,

mo6ouyHbIX 3P dekToB n ananmm3a mytanuii BCR-ABL.

K xareropum mnpenynpexiacHuss OTHOCATCS NPOMEKYTOUYHbIE 3HAYEHUs OTBETOB. [Ipum Hammuum
HEONaronpusATHRIX (HaKTOPOB M BBICOKOM TPYIIBI pUCKA, JUIsI 3TOM KaTeropuu TMalUeHTOB

paccmMaTpuBarOT yBeInueHue 1036l min 3ameny UTK.

Taxum 00pasom, a¢dekTuBHOCTH Tepanuu y Bac miianupyercst ouieHuBarh uepes 3, 6 u 12 mecsiieB ot
Hayana jnedeHuss UTK. B >Tu cpoku 3aruiaHMpOBAHO BBIMOJIHEHUWE NYHKIMH KOCTHOTO MO3ra,
LUTOTEHETUYECKOE W MOJEKyIspHO-reHeTnueckoe wucciuenoBanue. I[locne npoctmxenus IO no
pe3yabpTaraM HUTOTEHETUYECKOTO HCClIeOBaHus (IIpU OTCYTCTBUU Ph-10I0KUTENbHBIX KJIETOK) OTBET
Ha JieueHue OyIeT OLICHUBATHCS TOJIBKO MOJEKYJISIPHO-TEHETHUYECKUM METOAOM, TaK KaK OH HMMeEEeT
OOJIBIIYI0 YyBCTBUTEIHHOCTh. ByleT perymsipHO OCYIIECTBIAThCA 3a00p mepudepuueckoil KpoBU U
onpeJiesieHne OTHOCUTeNbHOU skcnipeccuu BCR-ABL, a myHKIHSI KOCTHOTO MO3Ta OyJIeT BBIMOJHATHCS

TOJIBKO B 0COOBIX KIIMHUYECKUX CUTyalMsX 110 PCHICHHIO BAICTO Bpaya.

Ha kaxaom Busznte K Bpady NOpeayCMOTPEHO OLEHUBATh IepeHocuMocTh Ttepanuun WTK, mno
pe3yapraraMm Oecenbl € MAalUEHTOM, (PU3MKAIBHOIO OCMOTPAa M OLEHKH KIMHUKO-Ta00paTOpHBIX
napameTpoB: OOIIero aHaju3a KpoBH, OMOXMMHMYECKOTO aHaiu3a KpoBU. B ciydae BO3ZHHUKHOBEHUS
TOKCUYHOCTU OyAyT JaHbl JOMOJHUTEIHHBIC PEKOMEHAAINH, C YYETOM CTETEHEW TOKCMYHOCTU U €€

JIUTCIIbHOCTH.

B nactosmee Bpemss XMJI oTHOCHTCS K TeM 3a00JIeBaHUSM, KOTOPBIE XOPOIIO KOHTPOJUPYIOTCS C
nomompto Tepanun WTK. Tlomyuenuwe miyGokoil pemuccuu 3aboneBaHus — TaK Ha3bIBAEMOTO
IyOOKOrO MOJIEKYJSIPHOTO OTBETA, IPU KOTOPOM YpoBeHb 3kcrpeccun BCR-ABL He omnpenensiercs,
MOXKET OBITh KOHCTATUPOBAHO TOCIE€ HECKOJNbKUX JeT Tepanuu. OJHako Jaxe NpU [TyOOKOM
MOJICKYJISIDHOM OTBETE, IO COBPEMEHHBIM PEKOMEHIAIUSIM, MOKa3aHo npoaonkeHue jnedenuss MTK B
IOCTOSIHHOM DPEXHMME, TaK Kak JaXe MUHUMAJIbHBI 00BbEM OIyXOJEBOrOo KJIOHA MOXKET CTaTh

HCTOYHHUKOM pCluanBa IIPpHU OTMCHC JICUCHUA.

Baxno OTMCTUTL, YTO YCIIEX JICUCHUA BO MHOI'OM 6y216T 3aBUCETh OT Bamein IMPUBCPIKCHHOCTHU
Tepalunn — T.C. CICAOBAHUA PCKOMCHAALUMAM CIICOUAINCTA W IMOCTOSHHOMY IIPpUEMY IIpCraparoB C
Y4€TOM TOI'0, 4TO JICYHCHHUC 6yz[eT IMPOBOJAUTLHCS HA MPOTAKCHUU pAAa JICT. YuutbiBass ONTUMHUCTUYHBIC

pe3yabTaThl JUIMTETFHON BBDKMBAEMOCTH TaIMeHTOB (12-meTHss oOmiast BeDKUBaeMoOCTh A0 85 %),



CYIIIECTBYET peanbHas MepCreKTuBa 00IIeH MPOAOKUTEILHOCTH KU3HH, COMTOCTAaBUMOM ¢ TAaKOBOW B

OOBIYHOM MOMYJISILIMH.

B cnydae pa3BuTHS pe3MCTEHTHOCTH 3a00JI€BaHUsI, HEIYBCTBUTEIBHOCTH K TIPOBOJUMOMY JICUCHHIO,
HENIEPEHOCUMOCTH JICUCHHUS, OyIyT MPUHATHI BCE MEphl MO BBHIOOPY JalbHEUINEH ONMTHMAIbHON
tTakTuke Bamiero Benenus. HaGmronaronue Bac Bpaun Bceria roToBbl 0ka3aTh BaM KOHCY/IBTaTUBHYIO

1 JIe4eOHO-AMarHOCTUYECKYIO MOIICPIKKY.

Pexomenanuu IPpU OCJIOKHECHUAX XUMHOTEPAIIUU — CBA3ATHCA € Bpa‘IOM-OHKOJ'IOFOM!

1) Ilpu noBbIlIeHUN TeMmeparypsl Teja 38 °C u Bbile:

e HauaTh npuem aHTHOMOTHUKOB 10 PEKOMEH/IAlIUY Bpaya-OHKOJI0ra

2) llpu cTtomarure:

e Jluera — MEXaHUYECKOE, TEPMHUECKOE MIAKEHUE;
e Yacroe monockaHue MOJOCTH pTa (KaXabli 4ac) — pomaiika, kopa ay0a, mandei, cMa3bpiBaTh poT
00JIeTMXOBBIM (TIEPCUKOBBIM) MACJIOM;

° O6pa6aTBIBaTB ITOJIOCTD pTa IO PCKOMEHAAIINHU Bpa4d-OHKOJIOT'A .

3) Ilpu nuapee:

o Jluera — UCKIIFOUUTH KUPHOE, OCTPOE, KOIMYEHOE, CIAAKOE, MOJIOYHOE, KIETYaTKY.
MOoXHO HEKUPHOE MSICO, MyYHOE, KHUCIIOMOJIOYHOE, pUCOBBI 0TBap. OOUIbHOE TUThHE;

 [IpuHumarh mpemnaparsl 10 PEKOMEHIAIIMKU Bpauya-OHKOJIOTa.

4) Ilpu TomIHOTE:

HpI/IHI/IMaTI:o HOpemaparthbl MO0 PECKOMCHAAIINHU BPpA4d-OHKOJIOT'd




Hpuiaoxenue I.

Hpunoxenue I'l. IlIkajia OUEHKH THAKECTH COCTOSAHUSA NAUUEHTA 10 BEPCUH
BO3/ECOG

Ha3Banue Ha pycckom sizbike: Illkana oneHku TsxecTu coctosiHus nanuenta mno sepcun BO3/ECOG.

OpurunansHoe Ha3BaHue: The Eastern Cooperative Oncology Group/World Health Organization
Performance Status (ECOG/WHO PS).

HcTounuk (odunmaabHBIN caT pa3pabOTYUKOB, nyOJIMKanus c BaJTHIAIUCH):
https://ecogacrin.org/resources/ecog-performance-status;

Oken M.M., Creech R.H., Tormey D.C. et al. Toxicity and response criteria of the Eastern Cooperative
Oncology Group. Am J Clin Oncol 1982;5(6):649-55 [98].

Turm: nikana oneHKH.

Ha3nauenue: onmcarh ypoBeHb (DYyHKIIMOHHMPOBAHMS MAIlMEHTa C TOYKH 3PEHUSI €r0 CIIOCOOHOCTU

3a00TUTHCS O cebe, TOBCETHEBHOM aKTUBHOCTH M (PU3UYECKUX CIOCOOHOCTEH (X0ap0a, paboTa 1 T.10.).

Conepxanue (11a0JI0H):

Bbann OnucaHue

0 MaumMeHT NOMHOCTbI0 aKTUBEH, CNOCO6EH BbIMOTHATE BCe AENCTBUS, KaK U
[o 3abonesanHusa (90-100 % no wkane KapHOBCKOro)

1 MaumeHT HecrnocobeH BbLINOAHATL THXKeNyt paboTy, HO MOXET BbIMOHATb JIEerkKyl WAM CUAAYYIO
(Hanpumep, Nerky AOMaLLHIO K KaHuenspckyto paboty, 70-80 % no wkane KapHOBCKOro)

2 MaumeHT Nneumntcsa ambynaTopHo, cnocobeH K caMoobCnyXMBaHU, HO HE MOXeT BbINONHATL paboTy. bonee
50 % BpemeHn 60ApCTBOBaHUS NPOBOAUT aKTUBHO — B BepTMKanbHOM nosioxeHun (50-60 % no wkane
KapHoBckoro)

3 MauneHT cnocobeH NuWb K OrpaHUYeHHOMY CaMOOBCNy>XMBaHUIO, MPOBOAUT B Kpecne uan nocrenun 6onee

50 % BpemeHn 6oapcTBoBaHns (30-40 % no wkane KapHOBCKOro)

4 MHBanua, coBeplleHHO He cnocobeH K caMoobCnyXMBaHUIO, NMPUKOBaH K Kpecny wunu noctenm (10-20 %
no wkane KapHOBCKOro)

5 CmepTb

Kittou (uHTEpIpeTalys): mpyuBeeH B CaMOil IIKaIe.

IHpuaoxkenue 1'2. llIkana Kapaosckoro

Hasanue Ha pycckom s3bike: [1Ikana Kaprosckoro.
OpurunansHoe Ha3zBanue: Karnofsky Performance Status.

Ncrounuk (opunuaibHblid calT pa3padOTYNKOB, TyOIUKALUs C BaTUAALUEH):



Karnofsky D.A., Burchenal J.H. The clinical evaluation of chemotherapeutic agents in cancer. In:
MacLeod C. (ed.). Evaluation of chemotherapeutic agents. New York: Columbia University Press;
1949:191-205 [99].

Twum: mkana oneHKH.

Ha3nauenue: ommcarh ypoBeHb (DPYyHKIIMOHHPOBAHMS MAIIMEHTa C TOYKH 3PEHUSI €T0 CIIOCOOHOCTU

3a00TUTHCS O cebOe, TOBCETHEBHOM aKTUBHOCTH M (PU3UYCCKUX CIIOCOOHOCTEH (X0ap0a, paboTa U T.1.).

Conepxanue (11a0JI0H):

LWWikana KapHoBckoro

100 - CocTosiHMe HopManbHOe, Xxanob HeT
90 - CnocobeH K HOpManbHOW AeATEeNbHOCTU, UMEIOTCS He3HaUUTENbHblE CUMATOMbI MW NPU3HaKKM 3aboneBaHus

80 - HopMasnbHasi akTUBHOCTb C YCUJIUEM, UMEIKOTCA HE3HAUUTE IbHbIE CUMMTOMbI UM NPU3HaKK 3aboneBaHus
70 - ObcyxmBaeT cebss caMOCTOATENbHO, HE CNOCO6EH K HOpMalbHOW AesTeNIbHOCTM UM aKTUBHOM paboTe

60 - HyxaaeTca neproanyecky B MOMOLLM, HO CMOcobeH caM yoBNeTBOPpATL 60/bLIYI0 YacTb CBOMX NOTpebHoCTE!
50 - Hy>xxpaeTcsi B 3HaUNTENIbHOW MOMOLLM U MEAULMHCKOM 06CYyXXUBaHUK

40 - NWHBanua, Hy>XxaaeTcsa B cneumanbHOM NOMOLM, B T.4. MEAULMHCKOWN

30 - Tshkenasi MUHBaANIMAHOCTb, MOKa3aHa rocnutTanmsaumsl, o4Hako CMepTb HEMOCPEACTBEHHO He YyrpoXaeT
20 - Tsxenbin 601bHON. HeobxoanMbl rocnnuTanmsauns n akTMBHOE fledeHne

10 - YMupawowmi

0 - CmepTb

Kirou (uHTEpIIpeTanys): NpuBeAeH B CAMOM LIKaJIE.

Hpunoxenue I'3. Ciucok npenaparos, y KOTOPbIX BO3MOKHO
MesKJIeKkapcTBeHHoe B3anmonaeiicreue ¢ U'TK

HaunbGonee 3Haunmbie MeXIEKapCTBEHHBIE B3auMOAeUCcTBUS BO3MOkHBI Mexay UTK u mpenaparamu,
yamuastoummu uatepBan QT (tabn. [14), a taxke mpemnaparaMu, KOTOpbIE SIBISIOTCS CyOCTparaMu
uroxpoma p450 (tadm. I15) [43].

Ta6mauua I'3.1. Cnucok npenapaToB WIK TPYII NPENapaToB, YAJIUHIOMUX HHTepBal QT

Fpynna npenapaTtos HasBaHus npenapatoB uau rpynn npenapartos

AHTMa@puUTMMyeckme AMnogapor**, Cotanon**

MpoTuBO3NUNEnTUYEeCcKme DeHUTONH**

AHTMAENnpeccaHTbl AMutpunTUAMH**, LUntanonpam, Umnnpamnn**, NapokcetuH**, CeptpanuH**
lMpoTnBoannepruyeckme cpeacrsea OnderHrngpammnu**, Nlopatagnn**

OnypeTtukn MHoanamua**

BnokaTopbl KanbuMeBbIX KaHanoB Hudeannmn**

MpoTMBOMUKPOBHbIE Makponuabl, ®TOPXMHOOHbI

[MpoTnBoONyxonesbie Mbiwbsika Tpnokecna, TamokcudeH**

AHTUNCUXOTUYECKMNe XnopnpoMasunn**, KnosanuH, Aponepunaon**, Fanonepnaon**, PucnepnagoH**




fOpMOHbI 3aaHen aonn rmnodunsa

OkTpeoTng**

Tabéamnuna I'3.2. Crincok Hanbosee BaXKHbIX THTUOUTOPOB MIIM UHIYKTOPOB IuTOoXpoma P450

CTMMynaTopbl CYP3A4/5, UHrmbutopbl CYP3A4 /5, noBblwalowme
CHMXarwume KkoHueHTpauuro UTK KoHUueHTpauuro UTK B nnasme
B nnasme
[ MIOKOKOPTUKOUAbI AMmnoaapor** M30Hnasma**
"pn3eodynbBUH AHacTpo3on** NTpakoHason
[JekcameTasoH** A3NTPOMULUR** KeTokoHaszon
DeHUTONH** KnaputpoMuuymn** MeTpoHuaason**
KapbamasenuH** KnoTpumason MunKoOHa3on
OkckapbazenunH** Linknocnopmun** HopdnokcaumH
Mporectepon** [aHazon Omenpa3son**
PrndabyTmnH** [JekcameTasoH** OkcmnkoHason
PudamnumumH OunTtnasem MapokceTnH**
CynbdagmmMnamH Oucynbdupam XVHUWH
deHnnbyTasoH SpUTPOMULMH CepTtuHgon**
(PeHobapbutan** DTUHMN3CTPaAnON CepTpanuH**
3ToCcyKkemmMng** dnyokceTuH** Bepanamun**

dnyBOKCaMUH

[ecToneH

penndpyToOBbLIN COK

Hpunoxenue I'4. Kpurepun TOKCHYHOCTH

HasBanue Ha pycckom si3bike: Kpurepuu TokcnuHocty HanmoHalbHOrO MHCTUTYTA paka

OpuruHajbHoe Ha3BaHue (ecsiu ecThb): National Cancer Institute Common Toxicity Criteria

HUcTouHuK

(opunuaIbLHbII

caiT

pa3padoTYUKOB,

nyoaukanusa ¢

https://ctep.cancer.gov/protocolDevelopment/electronic_applications/ctc.htm

BaJIMAALMeEN):

Tun: mkana oeHKu

Hasnayenme: Kpurepun tokcnunoctu NCI CTCAE v5.0 nomoraroT omnpeneinntb CTENEHb
TOKCUYHOCTH HEXXENATEeIbHOTO SIBJICHHS, C IENbI0 ONpeAeNieHns TaKTUKU BeneHus. B Tabmuue ['4.1
IPEJICTABIECHbl KPUTEPUU I'€MaTOJIOTMUECKON M HEreMaroJOrMYeCKOM TOKCHYHOCTH, KOTOpas MOMKET

Habmonarbes npu tepanuu UTK.

OueHoYHbII HHCTPYMEHT, COiep:KaHue, KU (MHTepnpeTanus): cM. Tadm. ['4.1

Ta6auna I'4.1. Kpurepun tokcuunoctu NCI CTCAE v5.0 (u36pannoe)

He>xena- CteneHn TOKCUYHOCTH
Te/IbHOe
fAABJ/IeHue
1 2 3 4
TEMATOJIOTMYECKASA TOKCUYHOCTb
[emo-rno6buH HIMH* - 100 r/n 100 - 80 r/n 80 - 65r/n XXunsHeyrpo-xatowue

OCJIOXXHEHMUS,
HeobxoanMa
HEOTNOXHas Tepanus

NenkouunTsl

HMH - 3,0 x 09/n

3,0 - 2.0 x 10%/n

2,0 - 1,0 x 10%/n

<1,0 x 10%/n

HelnTpo-dunbl

HFH - 1,5 x 09/n

1,5 - 1,0 x 10%n

1,0 - 0,5 x 10%n

<0,5 x 10%/n




He>xena- CTeneHn TOKCUMYHOCTH
TeJ/1bHoe
sABJ1IeHune
1 2 3 4
TpoM60-LMThI HMH - 75,0 - 50,0 x 10%/n 50,0 - 25,0 x10%/n <25,0 x 10%/n
75,0 x 109%/n

HIMH - HWXHAS rpaHMua HOpMbI

JTABOPATOPHbIE OTKJIOHEHUA

LLlenoyHas BrH* — 2,5-50xBlH 5,0 - 20,0 x BrH >20,0 x Br'H

docdaTasa 2,5 x BrH

Bunupy6uH BrH - 1,5 x BrH 1,5-3,0xBrH 3,0-10,0 x BrH >10,0 x BrH

ACT Br’H - 3,0 x Brd 3,0 -5,0x Bl 5,0 - 20,0 x BI'H >20.,0 x BrH

ANT Br'H - 3,0 x Brd 3,0-5,0xBI 5,0 - 20,0 x Br'H >20,0 x BH

Nnnasa BrH - 1,5 x BrH 1,5-2,0xBrH 2,0-5,0xBIrH >5,0 x BI'H

Mmnep- YpoBeHb rHOKO3bI YpoBeHb rOKO3bl 13,9 - 27,8 wmmonb/n, >27,8 MMOb/AN,

rnmKemMms HaTtowak BIH - 8,9 HaTowak 8,9 - 13,9 HeobxoanMa XXU3HEeYrpoxatro-wme
MMONb/N MMOJ1b/N rocnutanmsayms OCJTIOXXHEHMUSA

*BI'H — BepXHSS rpaHuLa HOpPMbI

OTEKW (NMEPUDEPUYECKUE)

OTekn nuua JlokannsoBaHHbIE OTEKM YMepeHHble oTekn nuua, Taxenble OTEeKM, -

avua

orpaHunymearo-wne
noBcegHeEB-HYHO
AKTUBHOCTb

orpaHuuuMBalo-Lne
noBceAHeB-HYI0
AKTUBHOCTb n
CNocobHOCTb

K CaMo0o6CyXun-BaHUIO

OTeku OTeyHoCTb nnu 3aMeTHOe CcriaxuBaHue Tsxenble oTeKH, -
TynoBuLLa crnaxuBaHue aHaTOMMYECKMX orpaHuymBalo-Lne
aHaTOMMYeCcKux obpasoBaHuii, noBCeAHEB-HYO
obpasoBaHuit npu 3anofiIHeHne KOXHbIX aKTMBHOCTb n
MEeCTHOM OCMOTpe CKMagok, 3ameTHoe CNocobHOCTb
NCKaxeHune K CaMoOob6CnyXun-BaHUIO
aHaTOMMYECKMX
KOHTYpPOB, OrpaHu4yeHue
noBceaHeBHOW
AKTUBHOCTU
OTeku 5-10 % pasHuua B 10-30 % pas3HMua B >30 % pasHuua -
KOHeYHo-CcTel OKPYXHOCTAX OKPYXHOCTAX B OKPYXHOCTSX
KOHe4YHocCTel, KOHEYHOCTEN, 3aMeTHoe KOHEeYHoCTel  Tsaxenble
OTEYHOCTb nnum crna-xmBaHue aHaTo- OoTeKU, orpaHuymnBato-
crnaxuBaHue MUYECKNX obpa- wme NoBCeAHEB-HYO
aHaTOMMYeCcKumx 30BaHWii, 3anosi-HeHue aKTMBHOCTb
obpasoBaHuit npu KOXHbIX CKMafok, n CNocobHOCTb
MECTHOM OCMOTpe 3aMeT-HOoe  UCKaXeHue K CaMo06CnyXun-BaHUIO
dHAaTOMUNYECKUX
KOHTYpOB, orpa-
HUYEHNE nosce-

OHEBHOW aKTUB-HOCTU

TOKCNYHOCTb CO

CTOPOHbDI XEJTYAOYHO-KULIEYHOIO TPAKTA

TowHoTa Moteps annetuta 6e3 CHuxeHune npuema HepocTtaTtouHoe -
M3MEeHeHUs 06bluHOM nawmn 6e3  3HaA4YMMOro notpebneHune Kanopwi
OVETbI CHU-XEeHUs1 Macchl Tena, nnm nuLu, Heobxo-
aervapata-umm nnm AMMOCTb 30HA0-BOIr0
HeAOoCTa-TOYHOCTU NuTa- nUTaHus,
Hus napeHTepanbHOro
nUTaHnSA nnm
rocnuTanuMsaumu
PBoTa 1-2 anu3oaa (c 3-5 3NM3040B (c >6 3NM3040B XXunsHeyrpoxa-towme

WHTEpPBAJIOM He MeHee
5 MWHYT) B TeueHune 24
Yyacos

MHTEpBAJIOM He MeHee 5
MUHYT) B TeueHue 24
Yyacos

(c MHTepBanoM He MeHee
5 MUHYT) B TeuyeHue
24 yacos,
Heob6x0AMMOCTb

30HA0BOrO nUTaHus,
napeHTepasbHOro
nUTaHnS

rocnuTanMsauunm

nnn

OC/TIOX-HEeHMsA, Heobxo-
avMa HEOT/I0X-Has
Tepanus




He>xena- CreneHn TOKCUYHOCTH
Te/sbHoe
fABJieHune
1 2 3 4
Ownapes YyalleHune cTyna MeHee YyaweHune ctyna go 4-6 YyaweHne ctyna 7 wu XKunsHeyrpoxa-towue
4 pa3 B [AeHb; nerkoe pa3 B AeHb; 6bonee pas B [AeHb; OCNOX-HeHus, Heobxo-
HeaepxaHue cTyna; anMma HEeOTNOX-Has
Heo6XxoANMOCTb Tepanus
rocnuTanuMsaumu;
3anop Mepuoanueckue nunm Mepcuctupyto-wmne 3anopbl ¢ HeobxoaMMo- XXnsHeyrpoxa-towue
peakne  NposiBlieHus; CUMMNTOMbI CTblO PYYHOM 3BaKyauuu, OCNIOX-HEeHMUsi, Heobxo-
peakoe npuMeHeHne C perynspHbIM orpaHum4mBato-me avMa HEOTNOX-Has
npenapaTos, MCcnosib30BaHneM NnoBCeAHEB-HYIO Tepanus
N3MEHSAOLWMX npenapaTos, aKTMBHOCTb 7
KOHCUCTEHUMI  CTyna N3MEeHSALWMX CNocobHOCTb
nnm cnabutenbHbIX, KOHCUCTEHLMIO cTyna K CaMoOob6CnyXun-BaHUIO
KJIN3MbI; N3MeHeHne nnu cnabuTenbHbIX,
anetbl KNN3Mbl;  OrpaHU4yeHune
rnoBcegHeBHOW
AKTUBHOCTU
CtomMaTut CUMNTOMOB  HET  unu YMepeHHasa 60sb, He BbipaxkeHHas 60nb, XusHeyrpoxa-towme
HEBbIPaXeHHbIE; BAunsaoLWwas BAunsoLWasn Ha OCNOX-HEeHusi, Heobxo-
BMeLlaTeNnbCTBO He Ha noTtpebneHve nuwm, notpebnexHune nMnLm avMa HEOT/I0X-Has
TpebyeTcs Heob-xoanmMo n3me- yepes poT Tepanus
HEeHWe AneTbI
BOJ1b
ApTpanrus He3HauuTenbHas 6onb YMepeHHas 60nb, BbipaxeHHasq 60nb, -
(60onun B orpaHuymBsatoLLas orpaHuvyn-BatoLme
cycTaBax) NoOBCEeAHEBHYHO NnoBCe-AHEBHYIO  aKTUB-
aKTUBHOCTU HOCTb U Ccnocob-HOCTb
K CaMo-06CnyXMBaHUIO
Bonb B KOCTAX He3HauunTenbHasa 6o05b YMepeHHas 605b, BblpaxeHHas 60/b, -
orpaHuymBatoLLas orpaHu-4ymBatoLlas
NoBCeAHEBHYIO NOBCEAHEBHYO
AKTUBHOCTU aKTMBHOCTb
n CnocobHOCTb
K CaMo0b6CyXN-BaHUIO
Munanrus He3HauuTenbHasa 6o5b YMepeHHas 605b, BblpakeHHas 60/b, -
(MbllweyHas orpaHuymBatoLLas orpaHu-ymBatoLas
6onb) noBCeaAHEBHYO noBCeAHEBHYO
AKTUBHOCTU aKTMBHOCTb
7] cnocobHoCTb
K CaMo0ob6CnyXun-BaHUIO
[onoBHas 6onb He3HauuTenbHasa 6o5b YMepeHHas 605b, BblpaeHHas 60/b, -
orpaHuymBatoLLas orpaHu-4ymBatoLas
NoBCeAHEBHYIO NOBCEAHEBHYO
aKTUBHOCTb aKTMBHOCTb
7] CnocobHOCTb
K CaMo0ob6CnyXun-BaHUIO
KOHCTUTYUMOHANBbHAA TOKCUYHOCTb
CnabocTtb CnabocTtb npoxoamuT CnabocTb He npoxoauT Cnaboctb He npoxoauT -
nocsie otAabixa nocne oTAbIXa, nocne oTAbIXa,
orpaHuymBaeT orpaHu4mMBaeT
NoOBCEeAHEBHYIO NOBCEeAHEBHYHO
aKTUBHOCTb aKTMBHOCTb
n CNocobHOCTb
K CaMo0o6CnyXun-BaHUIO
Jlnxopaaka 38,0-39,0 °C 39,0-40,0 °C >40,0 °C >40,0 °C

npoAo/IKUTENBb-HOCTbIO
MeHee

NMPOAO/IKUTENb-HOCTbIO
6onee

24 yacos 24 yacos
yBennye-Hune 5-10 % oT wucxogHom 10-20 % oT ucxoaHom >20% oT MCXOAHOW -
Maccbl Tena Macchbl Macchbl Macchbl
MoTepsa Macchbl 5-10 % oT wucxoaHowm 10-20 % oT umcxoaHon >20% OT  MCXOAHOWM -
Tena MaccCbl, BMeLLATENbCTBO Macchbl, HeobxoamMma Macchbl, HeobxoAMMOo

He TpebyeTcs HYTPULMOHHas 30HA0BOE nnm
nogAepxka napeHTepanbHoe
nuTaHue

KAPOANOBACKYIAPHAA TOKCNYHOCTb




He>xena- CrerneHn TOKCUYHOCTH
Te/ibHoe
sABJIeHne
1 2 3 4
mnepTteH-3una lMperunepteH3uns ApTepuanbHas ApTepuanbHas XXunsHeyrpoxato-wue
(cucronnyeckoe Ad rmnepTteH3susa I creneHu rmnepTeH3us OCNIOXHEHUS
120-139 MM pT. CT. Un (cucronuueckoe Ad II cTeneHu (3nokayecTBeH-Has
Aunacrtonuyeckoe AL 140-159 wMMm. pT. CT. (cuctonuueckoe Al rmnepTeHsug,
80-89 MM unn guacrtonuyeckoe Al bonee 160 MM pT. CT. npexogsawme nnm
pT. CT.) 90-99 MM pT. CT.); Wnu auacronuyeckoe A/ MOCTOSIHHbIN
Heob6xoanMo 6onee 100 MM pT. CT.); HEBPONOrnyecKkni
MeaMKaMeHTo3-Hoe HeobxoaMMo nepuumnT,
BO34EeNCTBUE; MeAMKaMEeHTO3Hoe rMnepToHnYec-Kui
peumManBupyto-iee uam BO34eNcTBue; Kpus), HeobxoauMa
nocrtosHHoe (6onee 24 HeobxoanMMo 6onee HEeOTNOXHasa Tepanus
4); cMMATOMaTU4yec-Kuin OAHOro fIeKapCTBEHHOrO
noabeM npenapata uan 6onee
ANaCTONIMYECcKoro WHTEHCUBHas  Tepanus
nasreHns csebiwe 20 MM yeMm paHee

T. CT. wm 6onee
140/90 MM pT. CT., ecnun
paHee 6bI10 B npeaenax

HOpPMbI; Tpebyet
MOHOTepanum
OEPMATONOIMMYECKASA TOKCUYHOCTD / KOXHbIE MOKPOBbI
Anoneuwns MoTeps Bonoc Motepa Bonoc 6onee - -

ao 50 % oT

HOpMaJibHOIro
KoJin4ecTtBa

He3aMeTHoe

Ha PacCTodaHnu,
BO3MOXHO CKpbITb

C noMouWwb MNpn4yecku,
LUNHBbOHa UK nNapuka

50 % OT HOpManbHOro
KofinyecTea, 3aMeTHoe
ans OKpYXaloLnx,
HEeo6XoAUM LUMHBOH WU
napuk, CcBsi3aHHas C
ncmxocoumanb-HblM
ANCKOM-(OpPTOM

CyX0CTb KOXW

MeHee 10 %

[MokpbiBaeT

MokpbiBaeT 6onee 30 %

NOBEPXHOCTU Tena, He 10-30 % noBepx-HOCTU NoOBEpPX-HOCTU Tena
CBSiI3aHO C 3puTEMON Tena " CBS1-3aHO W CBSI3@aHO C 3y-AO0M,
WNn 3ya0M C 2pUTEMON WMNW 3y[OoM, orpaHu-ymMBaeT  MnoBce-
orpaHuymBaeT OHEBHYIO aKTMB-HOCTb
NoBCeAHEBHYIO M Ccnocob-HOCTb K caMo-
aKTUBHOCTb 06cnyXmnBaHuo
3ya Cnabbin nm MHTEeHCUBHbBIN nnm MNHTEeHCUBHbBIN nm -
NIOKANM30BaHHbIA  3yA4, pasnnUToON NpexoasLni pasfITOA  MOCTOSHHbIN
HeobxoaumMa  MecTHas 3yA, cneabl  pacyecos orpaHuvymBaeTt
Tepanus (oTek, cbifb, CCaAMHbI, Cnoco6HOCTb
nuxeHndukaums), K camMoobcnyxun-BaHuio
HeobxoaMMa cucTeMHas WX  COH, HeobXxoanMbl
Tepanusa, orpaHuynBaeTt npvem KOPTUKO-
NoBCeAHEBHYHO cTeponaos v
AKTUBHOCTb MMMYHOCYMpec-cMBHas
Tepanus
MaTHucTo- MaTHUCTbIE nnu MAaTHUCTBIE nnu MokpbiBaeT 6onee 30% -
nanynesHas nanynesHble nanynesHble noBepXx-HOCTU Tena
Cbinb BbICbINaHUs, BbICbINaHUs, C HanuyMem CUMMMNTOMOB
nokpbiBawLWmMe MeHee rnokpbiBawLwme 10- wnn  6e3  CUMNTOMOB,
10 % noBepxHOCTU 30 % noBepx-HOCTU orpaHuymnBato-me
Tena [¢ Hanuunem Tena [¢ Hanuunem NnoBCeAHEB-HYI0

cMMnToMoB  unum - 6e3
CUMIMTOMOB (3ya4,
XOKeHue,
HanNpsHKEHHOCTb)

cMMnToMoB  unuM - 6es
CMMMATOMOB (3ya,
HOKEHUe,
Hanps>XeHHOCTb),
orpaHuMuuMBalo-Lne
noBCeHEB-HYO
aKTUBHOCTb

aKTUBHOCTb [
crnocobHoCTb
K CaMo0ob6CnyXun-BaHUIO




