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CIMcoK coKpalleHUMn

amnoTTCK — TpaHcIaHTays aUIOT€HHBIX TeMOITO3TUYeCKMX CTBOIOBBIX KJI€TOK
AUYH - ab6CcoTI0THOE YMCI0 HeIMTPOpMIoB

BK - 6racTHbIi KpU3

BMO - 6osbII0ii MOJIEKY/ISIPHBI OTBET

BT'H — BepxHsIsl rpaHNU1Ia HOPMBI

BO3 - BcemupHas opranusanus 3i[paBOOXpaHeHNs
[MMO - r1y6OKMiT MOJIEKY/ISIPHBIN OTBET

I-KC® - rpaHy/I0IUTaPHBIA KOJIOHMECTUMYIMPYIOIINIi (haKTop
I'CK - remonosTuyeckye CTBOJIIOBbIE KJIETKNI

IOXA — mOTOMHUTETbHbIE XPOMOCOMHbBIE abepparmn

WTK — MHrMOUTOPHI TUPO3UHKIHA3

WTK1 — MHTMOGUTOPBI TUPO3UHKIMHA3S [TIEPBOTO ITOKOJIEHMS
WTK2 — MHTMOUTOPBI TUPO3MHKMHA3 BTOPOTO MTOKOJIEHUSI
N®-0 - naTepdepon-anbda

KC® - xonmoHMecTMMyAMpyIoLnii hakTop

KT - xoMmmbioTepHast ToMorpadust

JIAT - terouHas aprepuasbHas TUIIEPTEH3US

JITHIT — nMnonpoTenHbl HU3KOM IIJIOTHOCTU

JIBITH — nunonpoTenHbl BBICOKOV MIJIOTHOCTYU

MO — MoeKy/sIpHbIN OTBET

MunllO — MyHMMAaIbHBINM LIUTOr€HEeTUYECKIIT OTBET
MPHK - matpuuynas PHK

MIIO — Manblit IMTOTeHeTUUYEeCKIII OTBET

HI'H — HYOKHSS rpaHUIla HOPMbI

OT-IILIP - monmMepasHas 1elHast peakuysi ¢ 00paTHOI TpaHCKPUIIIMeii
[I'O - nonHBI reMaToNIOrNYeCcKnii OTBET

ITIIO — 1OMHBINA UMUTOTeHETUYECKUIT OTBET

[P — nonvmepa3Has 1jelHas peakiyst

[TLIP-PB — konnuectBeHHas [1LIP B peajibHOM BpeMeHU
PBJI — pemuccust 6e3 JiedeHnst

CIIU - cTaHAapTHOE LIMTOreHETUUECKOe UCCIeJOBaHe
CC3 - cepmevHo-COCyaMCThbIe 3a60/1€BaHMS

TKM - TpaHcniaHTanus KOCTHOTO MO3Ta

V3U - ynpTpa3ByKoBOe UCC/IeOBaHNE



VVP - ypoBeHb YOEAUTETbHOCTY PeKOMEeH ANt

Y] — ypOBeHb IOCTOBEPHOCTU 1OKA3aTeIbCTB

@A - dasa akcenepaiun

XT'Y — XOpMOHMYECKHIT TOHASOTPOIIMH Ye0BeKa

XMJI — XpOHUYECKUIT MUEeTOUTHBIN JTeiiK03

X® - xpoHnyeckas dasa

IO — nMTOreHeTM4YECKMii OTBET

UYILIO — yaCcTUYHBINI IIUTOT€HeTUUEeCKUI OTBeT

KT - snexTpokrapauorpadus/sneKTpoKapauorpaMma

Ara-C - uurapabux

BCR-ABL - xviMepHBIJi T'eH, pe3yJbTaT TPaHWIOKaLy MexXay 9 1 22 XxpoMocoMaMu
BCR-ABL - 6€JI0K C MTOBBIIIEHHO TUPO3MHKMHA3HOI aKTMBHOCTDIO, MPOAYKT reHa BCR-ABL

EBMT - EBporieiickoe 0011eCcTBO 10 TpaHCIUIaHTauuyu KoctHoro mo3ra (European Group for Blood
and Marrow Transplantation)

ELN - EBporieiickast opraumsanusi 1o jeueHuIo jeitko3oB (European Leukemia Net)

ESMO - EBpormeiickoe 00IIecTBO MemuIIMHCKOM oHKomoruu (European Society for Medical
Oncology)

FISH - dyopecuienTHast rubpuausauus in situ (Fluorescence in situ hybridization)
HLA - m1aBHBIII KOMIIIEKC aHTUTE€HOB rucTocoBMecTuMocTy (Human Leukocyte Antigens)

IS — mexxmyHapoaHas 1kaaa KoJMUeCTBEeHHO OleHKM YPOBHS XMMepHOTO TpaHckpunita BCR-ABL
(International Scale)

NCCN - HanmonanbHast oHkosnornueckast cetb CIIA (National Comprehensive Cancer Network)

NCI CTCAE - mkama tokcuyHocT HarmonampHOro mHCcTHTyTa paka CUIA (Kputepum o6uieii
TePMMHOIOTUY HexXenaTeabHbix sBiaeHuii) (National Cancer Institute Common Terminology
Criteria for Adverse Events)

Ph - dwnramensduiickast xpomocoma

Ph* — kieTku, copepskauiye GpunaaenbGuiickyr XpoMOCOMY

Ph°™ Ph™ - kiteTKu, He cofepsKaliye GpuianeabhuiiCKyro XpoOMOCOMY

RUSSCO - Poccuiickoe o011ecTBO KIMHMUeCcKoii oHkonorum (Russian society of clinical oncology)

SCORE - mkajia OLleHKM pucka (aTaJlbHOTO CEpPAEUHO-COCYAUCTOro 3abosneBaHus (Systematic
COronary Risk Evaluation)

** — JKMU3HEHHO HeOOXOAVIMbIE U BasKHEIIINe JIeKapCTBEeHHbIE ITPerapaThl



TepMI/IHbI n orpene/JieHus

Ananusz myTtauuii reHa BCR-ABL - omnpeneneHue ToueyHbix MyTauuii reHa BCR-ABL meToaoM
CEeKBEHVPOBAHMSL.

BboKMBaeMocTh 6e3 mporpeccupoBaHusi Gosesum (BBII) — mMHTepBas BpeMeHM OT Havdaja
JledeHust (VI 1aThl PAaHAOMM3ALUM B KIMHUYECKUX UCCIeNOBAaHMSX) [0 AAThl IPOrpeccupoOBaHms
60Ie3HM MU CMepPTHU 6OJIBHOTO OT JII060 ITPUUMHBL.

T'emaTosiornueckast PE3UCTEHTHOCTDb — OTCYTCTBME MJIM ITOTEPS reMaTO/IOrMYeCKOro OTBeTa.

lemaTosormyeckasi TOKCHMYHOCTB — CHIDKeHMe YPOBHSA I‘EMOI‘J'[06I/[H3., HeﬁTpOl’[eHIAﬂ
n TpOM6OL[I/ITOHeHI/IF[.

l'emaTO/IOrMYECKIIT OTBET, IMTOreHEeTUUeCKNi1 OTBeT, MOJIEKY/ISIPHBIV OTBET — BU/IbI OTBETOB
Ha Teparnuio, XapaKTepu3yloliiye 00beM OITyX0JIeBOTO KJIOHA U OIpe/iesisieMble COOTBETCTBEHHO Ha
OCHOBAHUM Pe3y/IbTATOB KIVMHWYECKOTO aHalM3a KPOBU, IUTOTEHETHYECKOTO UM MOJIEKY/SPHO-
TeHeTUYeCKOTO VCCIeJOBAaHMIA.

I'pymnma pucka — XapaKkTepucTuKa, OlleHBaeMasi TOJIbKO Ha MOMEHT AMarHOCTUKM 3a60/1eBaHMs,
[0 Hayaja Tepamuy Ha OCHOBAHMM MPOTHOCTUYECKM 3HAUMMBIX XapaKTePUCTUK Y MAIMEHTOB C
XpOHMYeCKo¥ daszoit (XP) XMJI.

JomosHuTe/IbHbIE XpOMOCOMHBIE a6eppauun — [OOIIOJIHUTEJIbHbIE aHOMaJIMM KapMOTHIIa,
BbIABJIsIEeMbI€ ITPpU CTAaHOAPTHOM HMUTOT€HETUYEeCKOM MCC/IeqJOBaHUN.

VHru6GuTrop THUPO3MHKMHA3 — T[Ipernapar, o6jafamiuii WHTUOUPYIOIIeli aKTUBHOCTHIO
B oTHOWeHMM BCR-ABL (TMpO3MHKMHA3bI), IpUMeHsieMblii ipu Tepanuyu XMJL.

NHruouTop THUPO3MHKMHA3 IIEPBOTO IOKOJEHMSI — TIpernapar MMaTMHUO (MMaTMHKMOa
Me3UJaT), BIIepBbie pa3paboTaHHbIN [IJIs 1ieJIeHaIIpaBIeHHO Tepanuy XMJI.

UHru6muTOphl TUPO3MHKMHA3 BTOPOrO M TPEThEero IOKOJEHUIT - IIperapaTbl C 0Oojee
aKTMBHBIM I10 CPAaBHEHMIO C MMaTMHMOOM BO3/ECTBMEM Ha OIYXOJIeBbIil KJIOH, pa3paboTaHHbIe
U1 LlesieHarpaBieHHo Tepanuy XMJL.

UccnepgoBanue metomom FISH — ncciemoBaHue KOCTHOTO MO3Ta MM KJIETOK KPOBUM MeETOIOM
dnyopecuentHoit rubpumusanyu in situ (FISH) ¢ 06paboTKoi HanpaBeHHBIMY MOJIEKY/ISIPHO-
TreHeTn4YeCKMMM 30HOaMMu.

MexxaynapogHas mkaia (International Scale, IS) - mKkana craHgapTusanuu ompenerIeHus
KO/MMYeCTBeHHOro ypoBHs skcrpeccun BCR-ABL, koropast ucrionb3yeTcst OJisl IpenCcTaBIeHUs
Pe3yJIbTaTOB MOJIEKY/ISIPHO-TEHETUUECKOTO UCCIeIOBAHMS C yIeTOM (hakTopa KOHBEPCUM.

MOJIEKYJI}IpHa}I PE3UCTEHTHOCTD — OTCYTCTBME UJIM ITOTEPS MOJIEKY/IIPHOI'O OTBETA.

MonexkynsipHO-reHeTnuecKkoe ucciegoBanue ypoBHsi BCR-ABL - n3mepeHue 3KCIipeccum reHa
BCR-ABL meToniom KojimdyecTBeHHOI [P B pealbHOM BpeMeHM.

HenepeHOCMMOCTI: Teparum — Ha/Inuye HeXXeJlaTe/JIbHbIX SIBJIeHU Tepalinu, KOTOpbie aeIarT
HEBO3MOXXHbBIM €e ITpoBeaeHe B peKOMEHIJ0BAaHHOM peXXnme.

Heymaua Tepammm - COBOKYIHOCTb XapaKTE€pUCTMK oOTBeTa Ha Tepamuioo UTK
(remaToI0rMYECKOro, UUTOTeHeTUYECKOr0, MOJIEKY/ISIPHO-TeHeTUYeCKOTr0), IIpelI1o/aramlias, uTo
JajpHelilee MPONO/DKEHNE JIeUeHMs] MMATUMHMOOM HeceT OOJbIINII PUCK TTPOrPeCcCUPOBAHUS
3aboyieBaHMS ¥ CMepTH NallMeHTa, Hexkesn repexof, Ha UTK BTOpOro nmokosieHusl.

Oo6mast BbDKMBaeMocThb (OB) — MHTepBas BpeMeHM OT Hadasia JIEUeHUsI 10 CMePTU O6O0JIbHOTO OT
10607 TPUUMHBI (MY OKOHYAHUS KIMHUYECKOTO UCCIeIOBaHMST).

OnTuManbHBII OTBEeT — COBOKYIIHOCTb XapaKTepUCTMK oOTBeTa Ha Tepanuio UWTK
(reMaToIOTMYeCKOro, IUTOTEHEeTUYECKOTO, MOJIEKY/ISIPHO-TeHeTUYeCKOro), TMpU  KOTOPOM
MMPONO/DKEHNME Tepanmuy MMATMHMOOM He YBEeJMYMBAEeT PUCK IIPOTPeccUpoBaHMsSI OONe3HU
Y CMepTHU MalyeHTa.



l'[epBasI, BTOpasd, dieayrouasa JMHUA Teparnm — O4YepeaHOCTb NMPMMEHEHN TepalleBTUYeCKNX
II0AXOO0B B ITpOo1eCcCe JieueHM .

IIpegynpexxgpeHmue —  COBOKYIIHOCTb  XapaKTepuUCTMK  oTBera Ha  Tepanmiwo  UTK
(reMaTOMOTMUECKOTO, LIUTOTEHETUUYeCKOro, MOJIEKYASPHO-TeHeTMUYeCKOro), yKasblBalollasi Ha
HEeOOXOAVMOCTb TIIATETHHOTO MOHUTOPUHTA M TOTOBHOCTh K CMeHe JIeYeHUs] C Y4eTOM
610I0TMYeCKIX MIPU3HAKOB O0Jiee arpecCUBHOTO TeUeHUs 3a001eBaHMSI.

IIpuBep;KeHHOCTh TepaIuu — COOJIIOfEHNE MMal[IeHTOM PeKOMeHJalNii CIIelMalicTa.

CenexktuBHOCTb AevictBuss UTK - HampaB/leHHOCTh IO OTHOLIEHMIO K OITyXOJIEBOMY KIIOHY,
OTHOCUTEIBHO He6OJIbIIOe YMCIO [TI0O0UHBIX MUIIEHE HelleJIeBOro BO3LeiiCTBMSI.

CranpaprHoe nurtoreHeruveckoe ucciaegopanue (CLIU) — uutoreHeTmueckoe ucciaemoBaHNue
KOCTHOTO Mo3ra ¢ auddepeHIaabHOi OKPACKOi 1 olleHKoi MeTogoM G-banding.

®a3za XpPOHMYECKOro MMeNoJeiiko3a — XapaKTepucTuka, ornpenensiomas craguio XM u
MIPOTHO3; OIleHUBaeTcsl B AebioTe 3a60ieBaHMs], IPY €ro MPOrPeCcCUPOBAHUM WIM V3MEHEeHUU
JIeYeHusl.

Ounanenbduiickasa xpomocoma (Ph-xpomocoma) — aHoMa/ibHasE XpOMOCOMa, BCTPeUAloIIasics
y 60/1bHBIX ¢ XMJI 11 06pasylolasicsi BCJAeCTBME ITepeHoca 4YacT 9 XpoOMOCOMbI Ha 22 XPOMOCOMY.

uI/ITOI‘eHETIA‘IeCKaﬂ PE3UCTEHTHOCTDb — OTCYTCTBME UJIN ITOTEPS HIUTOT€HETMUEeCKOIo OTBETAa.



1. KpaTtkas uHpopmanus

XpoHnveckui MUEJIOUIHBI  JIeiikKo3 XMJD) - 3TO KJIOHaJIbHOE OITyXOJIeBOe
MuesnonpondepaTMBHOe HOBOOOPa30BaHNe, 00YCIOBIEHHOE 37I0KaYeCTBEHHbBIM MepepOosKIeHeM
CTBOJIOBBIX TeMOIIOATMYECKMX KJIeTOK U XapakTepusymoluieecsi ycuaeHMeMm Mpomudepannn
IPaHy/JOLMTAPHOTO POCTKAa 0e3 IoTepu CIOCOGHOCTM K auddepeHIMpOBKe, TruiepIuiasuein
MMEeIOUIHON TKaHM, MMENOMIHOV MeTaruiasyeli KPOBETBOPHBIX OPraHOB, acCOLMMPOBAHHOE
C XpPOMOCOMHONM aHOMaauenn - TpaHoiokanmein t(9;22)(q34;q11), B pesyiabraTe KOTOPOM
o0b6pasyeTcst XuMepHbIi oHKOoreH BCR-ABL.

1.2. DTuoNOoTUA ¥ TaTOoreHe3 3a6oJeBaHMS WM COCTOSHUS (TPYIIIbl 3a60de€BaHMl MM
COCTOSTHUI),

dtuoniorust 3abosieBaHMs He ycraHoBieHa. OO6CYKmaeTcs poib pPasaMyHbIX (AKTOpOB —
MOHU3UPYIOIIEro U3aydeHust, MHQeKIMii, TOKCMHOB, OTHAKO YeTKO B3aMMOCBSI3U MEXAY HUMU U
BO3HUKHOBeHeM XMJI He BbISIBJIEHO.

IMaTorenetuuecku XMJI mpencTaB/sieT OO0 KIOHAIbHBIN MMEIONpoaudepaTUBHbINA MIpoLecc,
pa3BMBAIOIMIIC B Pe3y/ibTaTe 3JI0KAYECTBEHHOI TpaHCchOpMalMy B PAHHUX reMOIOITUYECKUX
CTBOJIOBBIX KJ/IeTKaX. BosHukHOBeHuMe TpaHwiokauuy t(9;22)(q34;q11l) — Tak HasbiBaemMoii
«(unamenbduitckoit XxpomocoMmbl» (Ph-xpoMocoMbl) — ¥ COOTBETCTBEHHO XMMEPHOTO OHKOTeHa
BCR-ABL nexat B OCHOBe TaToreHesa 3aboneBanus. [IponykT rena BCR-ABL nipencTaBisieT co60ii
TUPO3MHKMHA3Y C aHOMAaJbHO IIOBBIIIEHHON aKTMBHOCTBIO, PEryJMpyollyl0 CUTHAIbI,
OTBETCTBEHHbIE 32 KJIETOUHbIV POCT, aKTUBAIMIO, NuddepeHIIMPOBKyY, aaresuto 1 amnorros [1]. B
3aBMCMMOCTH OT JIOKa/JIM3al MM TOUYKM pa3pbiBa MOTYT BBISBISITHCS CBbILIE 16 pa3sHBIX BapMaHTOB
TpaHckpuiita BCR-ABL ¢ pasjanyHOil MOJEKY/SIpHOI Maccoii. Hanbosee pacrpoCcTpaHeHHBIM (10
95 %) siBnsteTcst TpaHcKpunT p210, 6omee pegkumu BIISIIOTCST p190 1 p230.

AHoMasbHas TMPO3MHKMHA3HAasl aKTMBHOCTh aHOMaIbHOro 6enka BCR-ABL orpe/essieT He TOJIBKO
TOBBIIIIEHHOE PAa3MHOXeHMe KJIeTOK, HO M MX MpPeMMylIecTBa MAJjis POCTa, HEe3aBUCMMOIO OT
CUTHAJIOB, 6JIOKMPOBaHMeE alloNTO3a Kak MexaHu3Ma KJIeTOUHOIO CAMOYHUUTOKEH NS, B pe3y/ibTaTe
Yyero OIyxoJieBOoe KpPOBeTBOpeHMe IoydyaeT MpeuMYyIecTBO Iepes, HOPpMa/IbHbIM U MOCTEeeHHO
BBITECHSIET ero. ITo Mepe HapacTaHMs 00beMa OITyXOJIEBOI MacChl MPOSBISIETCS KIMHUYECKAs
CUMIITOMATHMKA, CBSI3aHHAsI C TUIepIUia3ueil MMUeTOMIHONM TKaHM; B JajbHeilieM IO Mepe
pPasBUTUS TeHETUYECKOM HeCTaOMIbHOCTY TIOSBJSIIOTCS HOBBIE CYOK/IOHBI, Pa3BUBAETCS
IporpeccrpoBaHme 3aboneBanust 0o ¢asbl 6;1acTHO TpaHchopmaiyy — BK XMJI.

1.3. SuuaeMuonaorusa 3a60JI€BaHUs VIV COCTOSTHUS (TPYIIIbI 3a001€BaHUA VIV COCTOSTHUIA)

XpoHnUecKuit MUeIoUAHbIN eiiko3 (XMJI) — penkoe 3a6oneBaHue. I10 JaHHBIM MOITY/ISIIIMIOHHOTO
uccnenoBaHusi B 6 perumoHax Poccuiickoii @epmepauyiyu, HOPMMPOBAHHAsI Ha CTaHOAPTHYIO
nonyssiiuio BO3 3a6oneBaemocts cocrasisiet 0,7 Ha 100 000 B3pocsioro HaceneHus [2]. MennaHa
BO3pacTa y B3POCIBIX MaiyeHToB coctaBisger 50 jer (or 18 mo 82), muk 3a6oneBaeMOCTU
MIPUXOIUTCS Ha Bo3pacT 50-59 yieT, 0MHAKO 3HAYMUTENbHO SIBJISIETCST TOJISI MOJIOABIX TAallMEHTOB B
Bo3pacre 1o 40 et — 1o 33%. 3aboeBaHNe MOKET ObIThH BBISIBJIEHO B JIIOOOM Bo3pacTe. B 2016 I. Bo
BcepoccuitickoM perucrpe 60JbHBIX XPOHUUECKMM MMUEJIONEIKO30M cofiepskantach MHGOpMaIus o
7609 maunenTtax ¢ XMJI, mpu 9TOM 3ab01eBaHMe ObLIO OMArHOCTMPOBAHO B XPOHMYECKOI ¢ase y
6560 (93,8%) mauneHToB, B (hase akcenepaiuu y 380 (5,5%) 60abHBIX U B (hase 61aCTHOrO Kpu3a —
B 47 (0,7%) cinyuaes [3].

1.4. OcOGE€HHOCTY KOAMPOBAaHMS 3a00J€BaHUS WIN COCTOSTHUS (TPYIIIbI 3a00JeBaHUL MIU
cocTossHUIT) 110 MeRIyHapOgHOI CTaTUCTUYECKOV Kaaccuduranumu GonesHeil U mpodiem,

CBSAA3aHHBIX CO 3JO0POBHEM

C92.1 - xpoHnueckunit MuenouaHslii nejikos [CML], BCR/ABL-n1010XMUTeNbHbI

e Ounapenbduiickas xpomocoma (Ph-) mosmoskurenbHast
° 1(9;22)(q34;q11)
e C 6JIaCTHBIM KPV30M.



Io pazam 3a6onesanus

B TeueHun XMJI BoiensiioT 3 ¢asbl, OTpaxkarolu[ue CTeleHb MPOTPecCMpoBaHus 3a60/IeBaHMS.
3aboeBaHye MOKeT ObITh JUATHOCTMPOBAHO Ha JIIOOOM 3Tare.

e Xpoumueckasn ¢asza (XD) sBiusgeTcss HavagbHOI cTagueir XMJI ¥ OMArHOCTUPYETCS
y 6ombIIMHCTBA (10 94 %) BIiepBbie BBISIBIEHHBIX ManeHTOB [1,4]. InarHo3 X® ycTaHaBIMBAIOT
pu oTcyTcTBUM NpusHakoB A u BK.

e (dasza akcenepauuu (PA) omnpenensietcst y 3—-5 % mepBUUYHBIX NalueHTOB ¢ XMJI u sBsieTcst
6oJiee MPOIBUHYTHIM IO CpaBHEHUIO ¢ XD 3TAroM Pas3BUTHUS MMaTOJIOTMUECKOTO MPOoIecca Mpu
XMIJI. @A MOKeT TaKKe pa3BUThCS IIPU IIPOrPecCcpoBaHmM 3a00IeBaHMs.

¢ Bbaactusiii kpus (BK) sBisercss Hanbosee arpeccuBHO cramgueit XMIJIL. Jle6iot 6ome3uu ¢ BK
SIBJISIETCSI  HEOJaronmpusITHBIM IPOTHOCTUYECKMM TpPU3HAKOM U Habmogaetcss y 1-2 %
nauyeHToB ¢ XMJI. MegmaHa mpomo/mkuTenbHocTu >ku3Hu rpu BK XMJI cocrasiser 6-12
mecsues [1,4].

OueHka ¢a3sbl BBIMOMHSETCS B Be60Te 3a60/1eBaHNus, IIPU MPOTPeCcCUPOBAHUY 3a601eBaHNS U TTPU
usMeHeHun Teparuu. JuddepeHinanbHO-IMarHocTuueckme Kputepuu das XMJI mpuBeneHbI B
Tabm. 1.

Ta6auia 1. ®aspr XMJI 1o knaccudurauym ELN

®asa XMN Knaccudpumkaumsa ELN
XpoHuueckas OtcyTcTBme npusHakos ®A nnmn BK
Akcenepauun**

e 15-29 % 6nacTHbIX KNETOK B Nepudepuyeckoin KpoBu U/Uam KOCTHOM MO3re;

e cyMMa 6nactoB u npomMuenoumToB =30 % (npu 3ToM 6nactos <30 %);

e Konm4yectBo 6aszodunos B kpoBu =20 %;

o nepcucTupytolas Tpomboumntonenuns <100 x 10%/n, He cBA3aHHas c Tepanweii;

e HekoTopble IXA* B Ph+ kneTkax, pa3ssMBLUMECS NPY Tepanuun

BnacTHblil kpus** o
e Hanuuue B nepudepuyeckor KpoBu UM B KOCTHOM Mo3re =30 % 6nacTHbIX KNeTok

e MOsiB/IeHVE 3KCTpaMeayNspHbIX MHMUALTPATOB 61aCTHbIX KIeToK

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

yaBoeHne Ph-xpomocombl +der(22)t(9;22)(q34;q11); wu3oxpomocoma 17 iso(17) (i(17)(q10). MporHocTnyeckn HebnaronpuaTHbIMU
aBnsaTCa Takxe —7/del7q v nepecTpoiiku 3 XxpomocoMbl (g26.2), a Takxe OTCyTCTBME Y-XPOMOCOMbI -Y, KOMMJeKCHble abeppauuu,
Bktovatowme 2 XA n 6onee [5]

**OA unu BK yctaHaBnuBatoT Npu Hanuumm XoTst 6bl 0AHOro KpuTepus

ITo zpynne pucka ona X XMJT

I'pynna pucka XMJI paccuMTbhIiBaeTCsi Ha OCHOBAHMM IMPOTHOCTUYECKM 3HAUMMBIX KIMHUKO-
reMaToJIOTUUEeCKMX XapaKTePUCTUK U OLIeHMBAETCs Y MalyeHToB ¢ X Ha MOMEHT JMarHOCTUKU
3ab01eBaHMs, IO HAavYaIa Tepanun;

I'pynma pucka mo J.E. Sokal (mporaosupyeT BepoSTHOCTb 0011[eii BBIKMBAeMOCTH) [6]

® HU3KUI PUCK;
® IIPOMEXYTOUHBIN PUCK;
® BBICOKUII PUCK.

I'pynna pucka EUTOS (mporHosupyer BepossiTHOCTB noctokeHus: IO k 18 mecsmam
Tepanumn) [7,8]

® HU3KUI PUCK;
® BBICOKMII PUCK.

I'pynmna pucka ELTS (mporHosupyeT BepOSITHOCTDh 00Ieli BbDKMBA€MOCTH, BBKMBAeMOCTH
6e3 mMporpeccUpPoOBaHUS ¥ BEPOSITHOCTY JOCTVIKEHUS TTYOOKOTO MOJIEKYJISIPHOTO OTBeTa) [9]

® HU3KUI PUCK,
® MIPOMEXYTOUYHBII PUCK,
® BBICOKUII PUCK.



COBOKYITHOCTb KPUTEPMEB, XapaKTEPU3YIOLIMX TPYIIIbI pucka mo cucremam J.E. Sokal, EUTOS u
ELTS npencraBieHa B Tabi. 2.

Ta6auma 2. Onpenenenne rpymim pucka XMJI o J.E. Sokal, EUTOS u ELTS

NMpusHak Kputepum J.E. Sokal Kputepun EUTOS Kputepumn ELTS

Bo3spacT, roabl 0,0116 x (Bo3pacT - 43,4) 0,0025 x (Bo3pact/10)3

CeneseHka 0,0345 x (pasmep ceneseHku, cM 4 x (pa3Mep ceneseHku, cMm 0,0615 x (pa3Mmep ceneseHku,

(cm mn3-nog pebepHoit ayrun) n3-noa pebepHoint ayrn - 7,51) n3-noa pebepHoit ayrun) cM us-noa pebepHoi ayru)

TpoMm6oumTsl (x 10%/n) 0,188 x [((4mcno TpombouUTOB X 0,4104 x (4mucno Tpomb6oOLMTOB
10°/n) /700)? - 0,563] x 10°/n) /1000795

Bnactbl 0,0887 x (% 6nactos - 2,10) 0,1052 x (% 6nacToB)

(kocTHOro mosra)

S03nHOPUNbI (Nepud. KpoBb)

Bazocdunbl 7 x 6a3odunbl
(nepud. kpoBb)

NHpekc OTHOCUTENbHOrO DKCMOHEHTa CyMMbit Cymma Cymma?
pucka

Fpynnel pucka

Huskas <0,8 <87 <1,5680
MpomexyTouHas 0,8-1,2 - >1,5680, HO <2,2185
Bbicokast >1,2 >87 >2,218

*ABTOMAaTMUYECKUIT TIOICUET AOCTYTeH Ha caittax: http://bloodref.com/myeloid/cml/sokal-hasford
u http://www.leukemia-net.org/content/leukemias/cml/elts score/index eng.html

12,72 B crenenn (0,0116 x (BospacT — 43,4) + 0,0345 x (pa3Mep cee3eHKM, CM M3-TI0f] peGepHOit
myrv — 7,51) + 0,188 x [((amcao Tpom6GormToB x 10%/m)/700)2-0,563] + 0,0887 x (% 61acTos — 2,10))

20,0025 = (Bospact/10)® + 0,0615 x (pa3mep cele3eHKM, CM U3-TIof, peGepHOit myru) + 0,1052 x
(% 6mactos) + 0,4104 x (unco Tpom6oiyTOB * 10%/1)/10007%°

1.6. KauHnyeckasi KapTyHa 3a060J€BaHUS WM COCTOSHUSA (TPYIIIbl 3a60JeBaHUl MU
COCTOSTHUIA),

Knuunueckass kaptvHa npu XMJI B GOJBIIMHCTBE CJIyUYaeB MOXKET XapaKTepu30BaThCs
6eCcCMMIITOMHBIM TEUeHMEeM; HavaabHbIi Mepuoy 60yie3HU Y OONBIIMHCTBA MAIMEHTOB MOKET
MpoTeKaTh B TeueHMe psiga jer. Hepeoko mpusHakyu 3abojeBaHMs] HA MOMEHT YCTaHOBJIEHMSI
JMarHo3a IMpefiCTaBIeHbl TOJIbKO M3MEeHEeHUsIMYM B 00IeM aHain3e KPOBM (CAMBbIMM YaCThIMU U3
KOTOPBIX SIBJSIIOTCST  JIEMKOIMTO3, MUEJOIUTAPHbI COBUT, 6a30(uUIbHO-303MHO(GMIbHAS
acconuanysi) ¥ CIUIEHOMerasjuei, KOTOpble MOTYT OOHApYKMBAaThCS TIPU  TPOBEIEHUN
MPOGUIAKTUYECKOTO OCMOTpPA UM 0OpallleHUM K Bpady I10 TIOBOAY APYToii maTtonoruu [4].



2. InarHoCTMUKa

Mnozue pexkomeHO08aHHble MemoOdbl OUAZHOCMUKU 3a00N€8aHUSL U CBA3AHHBIX C HUM COCMOSIHUL
umem ozpaHuueHHyo dokaszamesnvHyw 6a3y (8 coomeemcmeauu ¢ wxaiamu oyedku Y u YVYP) no
npuuuHe 0mMCymcmeus NOCBAWEHHbIX UM KAUHUYECKUX ucciedosauuti. Heesupas Ha 3mo, OHU
A81AI0MCS. HEOOX00UMBIMU 3/leMeHmamu 00¢1e008aHus nayueHma Oas yCmamoseleHus oudazHo3d u
6bl600pa Maxkmuku JjeueHus, maxk Kak 6osee 3pgekmueHsie U 0OKA3AHHbIE Memodsl 8 HAcmosuiee
epems He pa3pabomarsl.

Huazro3 XMJI moxcem 6bimb OKOHUAMEILHO YCIMAHO8/IeH MONbKO NPU 8bl6JIeHUU Cheyuduueckoli 0ns
0aHH020 3a00ne8aHUsl 2eHemuueckoli aHomanuu: XumepHozo 2eHa BCR-ABL, 803Huxawouwezo 8
pe3ynbmame mpancaokayuu 9 u 22 xpomocom.

2.1. JXano6b1 1 aHaMHe3

e PeKoMeHIyeTCsl BCeM MallMeHTaM C MOJO03PEeHMEeM WM C YCTaHOBIeHHbIM XMJI IPOBOIUTH
c60p aHaMHe3a XXMU3HU U Xano6 1yis Bepudukanyy nuarsosa [10]

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YypoBeHb JOCTOBEPHOCTU [OKA3aTENIbCTB —

5).
Kommenmapuii: npu céope »anob u aHamHe3a Heo6xo0uMo OYeHUMb:

1. Cundpom onyxosnegoli uHmokcukayuu (cnabocms, CHUXEHUEe annemuma, nomeps MAccsl med,
nomJausocms, cyoebpunvHas memnepamypa,.

2. Cunopom onyxonesoii nponugepayuu (6016 u uyscmeo msxecmu 8 nodpebepwvsix npu 2enamo- u
cnjieHomezanuu).

3. AHemuueckuti cuHopom (o0was cnabocmos, 00blUIKA, CHUXCEHUE MOJIepAHMHOCMU K (QuU3UUecKol
Hazpy3ke, 61e0HOCMb KOXCU U CIU3UCMBLX, MAXUKAPOUSL).

4. Tpombomuueckue 0CJI0#CHEHUs. NpU 2unepmpomooyumo3se.

5. I'emoppazuueckuti cuHOpom, 00YCN081eHHbLL MPoMOOYUMoneHuell.

6. HespoJiozuueckyo cumMnmomamuky, 8 ocobeHHocmu npu de6rome 6o1e3Hu ¢ @A unu BK.

7. Conymcmayioujue 3a60n1e8aHusl.

8. Conymcmsyrwuwyrw mepanuto.

9. Hanuuue cubnuHzo8 (071 oyeHKU 803MoxcHocmetli no sstnontHeHuio anioTICK).

Obujee cocmosiHue nayueHma 0ONHHO OYeHUBAMbCsl N0 00HOL U3 CheyuaIu3upo8aHHbIX WKA OYeHKU
— BO3/ECOG unu KapHosckozo (cm. npunoxcerus I'l u I'2 darHbix pekomeHIayuti).

Knunuueckas cumnmomamuka npu XMJI He sensemcs cheyuguueckoli, nosejeHue YKA3aHHbIX
CUHOpoMO8 HauboJiee XapakmepHo 0111 hpoosuHymolx a3 3abonesarus (PA u BK). YV 6onvluuHcmaa
nayuermos 8 X® xanobvl U KAUHUYECKAs CUMNMoOMamuka omcymcmeywom aubo seasnmcs
Hecneyuguueckumu, U Npu3HaKu 3ab0sie6avus HA MOMEHM YCMAaHosneHus duazHo3a Mozym Oblme
npedcmasJieHsl JUlb USMEHEHUIMU 8 00weM aHanu3e Kposu (nelikoyumos, mueioyumapHslii cosue,
0a30(uneHO-303UHOPUILHAS.  accoyuayus) npu npogedeHuu NpopuIaKmMuUUecKkoz0 ocMompa Wi
obpaweHuu K epauy no nogody dpyeoii namonozuu. C yuemom mozo0, umo JiekapCmeeHHas: mepanust
npu XMJI HasHauaemcsi Ha OnumesibHulil CPOK, npu ee 8blO0pe yuumsleaenmcs cnekmp conymcmeytoujeti
namonozuul, a Mak#e 803MOHCHOCMb MeX/IeKapCcmeeHHslx 83aumodeticmeut.

2.2. dusurajibHoe 06c/IeoBaHue

e PekomeHayeTcs1 BCeM MauyeHTaMm ¢ nomo3peHmeM Ha XMJI mwin yCTaHOBJIEHHBIM AMArHO30M
XMJI i Bepudurauyy guarsosa npu GusukaabHOM 06cienoBaHuy mpoBoguTh [10]:

1. OcMOTp KOKM U BUIMMBIX CJIU3UCTBIX 000T0YEK.

2. MManpranyio nepudepmyeckux aMmdbOy3ioB.

3. OmpegeneHne pasMepoB TIeUeHM U cefle3eHKM (TIePKYTOPHO ¥ MalblIaTOPHO, B CAaHTMMeTpax
U3-TI0f, Kpast pebepHOit IyTru).

VpoBeHsb yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTH OKA3aTEIbCTB —

5).

2.3. J/laGopaTopHbIe JUArHOCTUYECKUE UCCAEeOBAHNS



¢ PekomeHAyeTCsI BCEM MAI[MeHTaM IIPU ycTaHOBIeHMM XMJI MpoBOAUTD OOIINIA (KITMHMYECKIAIT)
aHa/MM3 KpPOBU (Pa3BEpPHYTHIN) C TIOACUETOM JIEMKOUMUTAPHON (OPMY/IBI U OIpefeeHreM
YPOBHSI TPOMOOIIMTOB 1151 Bepudukanym quarHosa [10,11].

YpoBeHb yoeaUTeTbHOCTH peKoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB —
5).

¢ PekoMeHAyeTCs BCeM MalMeHTaM Ipu ycTaHoBieHuu XMJI IpOBOAUTH GUOXMMMYECKUIt
aHa/mM3 KpOBM OOIIeTepaneBTUUeCKMii: o6Immii 6uanpybuH, acrapraTaMuHOTpaHcdepasa,
aJaHMHAMMHOTpaHcdepasa, JaKTaTAEIUaporeHasa, MoYeBasi KMCIOTa, MOYEBMHA, KPeaTUHNH,
0o6mMit 6eyoK, aabOyMuH, ImenouHast ¢ocdaTasa, JEKTPOAUTHI (Kasnii, HATPWUIi, KaIbIIUiA,
dbocdop, marumit), ammuiasa, auiasa, IJII0K03a, 00T X0IeCTepUH, JINTIOTIPOTEMHBI BBICOKOI 1
HU3KOJ IUIOTHOCTM [JIS OIeHKM (DYHKIMM OPraHOB M CUCTEM Ha MOMEHT YCTaHOBJIEHMS
IMarHOo3a U OaJbHENIIero KOHTPOJISI BO3MOXKHOI OMOXMMMUUYECKOI TOKCMUHOCTY Tepanuu UTK
[10].

YpoBeHb yOeaUTETbHOCTH peKoMeHAanuii — C (YpoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

e PekomeHAyeTCsI BCeM IMalMeHTaM Ipu ycTaHOBAeHMM XMJI NPOBOAUTH LUTOIOTUYECKOE
JccaefoBaHMe Ma3Ka KOCTHOTO Mo3ra (TOAcCUeT MMeJIOTpaMMbl) IJjisi omnpeneneHus CTaguu
3a6oneBanus [1,10,11].

VpOBeHb Yﬁe,lII/ITeJILHOCTM peKOMeHﬂ,aHl/Iﬁ -C (YpOBeHb JOCTOBEPHOCTHM OOKa3aTe/IbCTB —

5).

e PekomeHayeTcs1 BceM IalleHTaM Mpu yctaHoBiaeHuu XMJI, a Takke IpU MOHUTOPUHTE
9 PEKTUBHOCTM Tepanuu MHIMOUTOpaMu TMpo3uHKMHA3 (UTK) MpoBOAUTb LIMTOTEHETUUECKOE
nuccienoBaHue (Kapuotun) koctHoro mo3sra (CLIN) s moaTBepskaeHUs HaJInus TpaHCIOKaumu
t(9;22)(q34;q11) (Ph-xpomocomsi). IIpu HeumHdpopmatuBHOCcTM CIIM (HET MMUTO30B,
HEYA0BJAEeTBOPUTE/IbHOE KauecTBO MaTepuasja) IM0Ka3aHO MOJIEKYISIPHO-LIUTOreHeTUIYecKoe
nuccnenosanye (FISH-meTonom) nist BeisiBneHus xuMepHoro reHa BCR-ABL [1,12,13].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTU HOKAa3aTeIbCTB —
4).

¢ PekomMeHAyeTCsA BCeM MamyeHTaM Ipy ycTaHoBieHMy XMJI mas BepuduKamuy guMarHosa, a
TaKke IPU MOHUTOPUHTE 3(PGEKTUBHOCTY Tepamuy MHTUOMTOpaMu TUpo3MHKMHA3 (UTK)
npoBoauTh onpepenenne skcrnpeccun MPHK BCR-ABL p210 (konmuecTBeHHOe) MeETOLOM
[TIIP-PB. B cnyuae Heomnpepnenenus skcrpeccun BCR-ABL p210 mertomom IIIP-PB cnenmyet
BBIIIOJIHUTL KaueCTBEHHOe OIpefereHyre aTUMIMYHbIX TUIIOB TpaHCcKkpunToB BCR-ABL p230 u
p190. TMoce yTOYHEHMS TUIIA TPAHCKPUIITA HEOOXOAMMO BBITIOHUTH €0 KOJIMYECTBEHHOE
onpenenenue metonom I1LIP-PB [13-17].

VpoBeHb y0oenuTeTbHOCTH PeKOMeHZanuii — B (ypoBeHb JOCTOBEPHOCTM HOKAa3aTeIbCTB —
3).

¢ PekomeHAyeTCs IIpOBeAeHNe MMayeHTaM B (ase akcemepauyy win 61acTHOM Kpusze XMJT miis
ompefeneHuss ONTMMAIbHOM TaKTUKM Tepanuy OOTOJHUTENbHBIX MCCAeLOBaHMII IO
nokasaHusam [1,10,11]:

1. Onpenenenvie HLA-aHTUTeHOB IIPM HaJWM4UM CUGIMHIOB JIMG0 MOJIEKY/ISIPHO-T€HETUUECKOe
nccinenosanne  rucrocomectumoct  (HLA)  BpicokOro  paspemieHuss IIpU  TIOMOILIM
CeKBEHMPOBaHMS [JIs1 MOA60pa HEPOACTBEHHOrO JOHOpa KOCTHOTO MO3ra IpM OTCYTCTBUU
CUOTMHTOB.

2. [luToxumMmuueckoe MCCIeqOBaHMe MMKpOIIperiapaTa KOCTHOTO MO3ra: MMeIoIepoKCHIasa,
nunubl, PAS-peakius, anbda-HadTuascrepasa npu 6macrose 6omee 30 %.

3. UMMYHOGMEHOTUTIMPOBAHME T€MOTIOITUYECKUX KIIETOK-TIPEIIeCTBEHHUI] B KOCTHOM MO3Te Ipu
6nacro3se 6omee 30 %.

4. TlaTo0roaHaTOMUYECKOE MCC/IeA0oBaHMe GMOTICUITHOTO (OTepaIMOHHOT0) MaTepyuana KOCTHOTO
MO3ra (TpernaHoOMOoIICHsI) C ONpee/ieHVeM KIEeTOYHOCTHU U cTereHu (pubpo3a mpu UTOMEHUN.

VpoBeHs yoenuTenbHOCTU pekoMeHZanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —

5).



Kommenmapuu: npu @A u BK XMJI, y nayueHmos ¢ Heb1azonpusmHsiMu (Gakmopamu npozHo3a
Heobx00umo Ge3omJiazamensHo peulams 60npoc o noucke HLA-cosmecmumozo 0OHOPA U 8bINONHEHUU
annoTICK. Llumoxumuueckoe U UMMYyHO(eHomunuueckoe uccnedosauus ONACMHbIX KIemoK npu
onacmuom kpuze XMJI mpebyromcs 01 onpedeneHus JIUHEUHOL HanpasieHHOCmu OlacmHbIX KIemoK
U eblbopa ONMUMAnBHOU CcxeMbl XUuMUOmMepanesmuueckozo 6o3deticmeus. Iucmonozuueckoe
uccnedosaHue KOCMH020 M032a Heo0Xo0umo Ons onpedeneHus NPUYUHbl paseumus yumoneHuu u
861600pa ONMUMANLHOU MAKMUKU ee KOpPeKyuU.

2.4. UHcTpyMeHTaJbHAas AMarHoCTUKa

e PekomeHayeTCs MPOBOAUTH BCEM MalueHTamM Ipu nopo3peHuu Ha XMJI yabTpasByKOBOe
uccrenoBanme (Y3U) ceeseHKM C IIeJIbI0 OIpeneNieHus] ee pa3sMepoB IJISI OLEHKM obObemMa
OITyXOJIEBOJ MacChl U CTaaupoBaHus npouecca [10].

VpoBeHb yoeauTeabHOCTM pekoMeHzauuii — C (ypoBeHb JOCTOBEPHOCTH JOKAa3aTeIbCTB —
5).

2.5. Haga guardocTuka

¢ PexoMeHAYIOTCS KOHCYJIbTallMM CIELMAJIMCTOB IO MOKa3aHUsIM (Bpaya-KapAuosora, Bpaua-
SHIOKPUHOJIOTa, Bpavya-TMHEKojaora W Ap.), s auddepeHMaTbHON  OUAarHOCTUKUA
3aboyieBaHMS U P JiedeHU naneHToB ¢ XMJI nyst Bpi6opa peskuma teparvu [10].

VpoBeHb y6eauTeIbHOCTY pekoMeHzanuii — C (YpOBeHb JOCTOBEPHOCTU JOKA3aTelIbCTB —
5).

Kommenmapuii: oco6oe sHumarue cnedyem yoeaums oyeHKe KapouosacKyspHbIX PUCKOB.



3. Jleuenue

O6uyue npuHyuNbL 1eueHus

Llenb coBpemeHHO¥ Tepanuu XMJI - MakcMManabHOe TofaBieHMe Ph-1monokuUTeTbHOro
OIYXO0JIEBOTO KJIOHA, MPeayNpexkaeHre pasBUTHUSI PE3VCTEHTHOCTM U obecrieueHue IIUTeNIbHO
BBDKMBAEMOCTH IIPU XOpOIlIeM KadyecTBe KM3HU. OCHOBHBIM CPeACTBOM Tepanuu U CTaHIapTOM
JIeYeHMs] B HACTOsIIiee BPeMsl SIBJSIETCS IIPMMEHeHMe MHIMOMTOPOB Tupo3mHKuHa3bel (UTK).
JaHHbIe TMpenapaTbl MMEKT MeXaHU3M TapreTHOro (LieJleHalpaBIeHHOTO) BO3AEeNiCTBUS Ha
BCR-ABL-1107105kKMTe/IbHBIE OIMyXOJi€Bble KJIETKM M OO/DKHBI Ha3HAYaThCsl BCEM MallM€HTaM Mocie
nmoaTBepkaeHus: guarHoza XMJI. Mexauusm geiictBuss WTK  o6ycioBiieH — 610Kamoii
AT®-cBsi3piBatomiero  kapmana mosjekyabl  BCR-ABL, wuro smmaer 6emok BCR-ABL
TUPO3VHKMHA3HON  aKTUBHOCTY, [AlOlIeii  OMyXoJeBbIM  KJIeTKaM  MposudepaTuBHOe
MIPEeNMYLIECTBO.

CoOmiofieHe TMPUHINIIA HEMPEePbhIBHOTO ¥ IIOCTOSTHHOTO BO3IENCTBUS Ha OITYXOJEBbIN KIOH
SIBJISIETCSI OCHOBOJ 3(pdeKkTMBHOCTU JieueHusl. IlepepbiBbl B mpueme UTK MOryT cItoco6CTBOBATh
CHIDKEeHMIO 5D GEKTUBHOCTM Tepaluy U MPOrpeccupoBaHNIo 3a60/eBaHMsI. PerysipHbIii KOHTPOJIb
pe3yabTaTOB Tepanuy C MOMONIbI0 IIUTOTEHETUYECKUX U MOJIEKYISIPHO-TeHETUYECKUX METOMOB,
CBOEBpeMeHHasl OLleHKa OTBeTa U IepeKkIlvyeHMre Ha CAefyIIyI JIMHUI Tepanuu SIBJISIIOTCS
OCHOBOTIOJIATAIOIIVMMU [IJISI TIPeAyIpeKaeHus] pa3BUTUSI pe3ucTeHTHOCTH npu XMJL. AnnoreHHast
TpaHCIJIAaHTALMSI TeMOMO3TUYeCKUX CTBOJMOBBIX KieToK (ammoTT'CK) paccmaTpuBaeTcst njist
nauyeHToB XMJI X® c Heymaueii Tepamuu 1 wim nowtenyroummx auauii UTK, a Takke B
MMPOABMHYTHIX hazax XMJI.

Teparimsi UTK nokaszaHa B HeINpPepbIBHOM DEXMME — €XeJHEBHO, IJIUTENbHO, MOCTOSIHHO.
HauanbHasg go3a ux He 3aBUCUT OT 110718, MacChl TeJla, pOCTa, pachl nauyeHTa. [Ipyem npenaparos
MOKHO HauMHATh IIPU JIIOOOM 4MCiIe JIeMKOUUTOB. Bo3MoskHOCTh oTMeHbl UTK y malueHTOB €O
cTabuabHbIM TTy60KMM MO ormiicaHa B pasferne 6.

CHuXeHMe 03Bl U MepepbIBbl JOMYCTUMBbI TOABKO MPY Pa3BUTUM UHTEPMUTTUPYIOIIUX SIBIEHUN
TOKCMYHOCTU 3—4 CTeNeHM U MOCTOSIHHOJ HeremMaToJOTM4YeCcKOl TOKCMYHOCTU 2 crereHu. [Ipu
noctosstHHOM BosperictBun UTK npomcxonsT pemyKumsi OIMyXOJI€BOr0 KJIOHA M BOCCTaHOBJIEHME
HOPMAajJbHOTO TeMOII033a, CHIKAeTCsS pPUCK TMporpeccuu 3abojeBaHus, YBEIUUMBAETCS
BbIKMBAEMOCTD IALIMEHTOB. JJOCTIMKeHMEe TIOJIHOTO IToreHeTnueckoro orsera (II10) 1 60JbIIOro
mosiekyasspHoro oreeta (BMO) — 3TO mpOrHOCTMYECKME MPU3HAKU IJIUTETbHON BbIKMBAEMOCTU
6e3 MporpeccUpoBaHMS IIPY YCIOBUY TTOCTOSTHHON Teparmn.

Kputepun ornpeneneHnsi reMmaTol0TMYECKOr0 IUTOTeHETUYECKOTO, MOJIEKY/ISIDHOTO OTBETOB IPU
tepanuu UTK y manyentoB ¢ XMJI ripezcraBieHbl B Ta0I. 3.

Taﬁnuua 3. KpMTepI/II/I OJIs1 TeéMaTOJJIOTMYEeCKOro, TUTOT€HETMYECKOTO M MOJIEKY/ISIPDHOTO OTBETOB
[1,10,11].

Bupa oTBeta OnpepnenexHne

FemaTonornyeckum
(KJIMHMKO-TreMaToNIorMYecKmnin)

MonHbit (MrO) NeiikounTtbl MeHee 10 x 10%/n

Basodunbl MmeHee 5 %

B remorpamMmme HeT MMenounToB, NPOMUESTIOUNTOB, Muenobnacros
Tpom6oumnThl MeHee 450 x 10%/n

CeneseHka He nanbnupyeTca

LinToreHeTnueckmiil

MonHbii (MLO) Ph-xpomocoma B MeTadasax He onpegensietca (Ph* 0 %)
Yactnublii (4L0)?2 Ph-xpomocoma B 1-35 % meTacas (Pht 1-35 %)

Manbin (MLIO) Ph-xpomocoma B 36-65 % meTadas (Pht 36-65 %)
MuHuManbHbIn (MUHLO) Ph-xpomocoma B 66-95 % meTadas (Ph* 66-95 %)
OtcyTcTeue (Het LIO) Ph-xpomocoma B 6onee 95 % metacas (Ph* >95 %)

MonekynsapHbiii3

BMO (M03,0) CooTHoweHne BCR-ABL/ABL <0,1 % v >0,01 % no mexayHapoaHoi wkane (IS)
rny6okuin MO MO 4,0 CooTHoweHne BCR-ABL/ABL<0,01 n >0,0032 % no mexayHapoaHoi wkane (IS)
WK Heornpeaensiemblit yposeHb BCR-ABL npw konuyectse ABL 21000




MO 4,5 CooTHoweHne BCR-ABL/ABL<0,0032 % wn >0,001% no MexayHapoAHOW Lukane
(IS) unu HeonpenenseMbli ypoBeHb BCR-ABL npu konuyectse ABL =232 000

MO 5,0 CooTHoweHne BCR-ABL/ABL<0,001 % no MexayHapoaHow wkane (IS) wnu
HeonpezensieMblil ypoBeHb BCR-ABL npu konuyectse ABL 210 000

1B crryuae ecyi CLIA HemHMOPMATHBHO, ONIpe/eeHNe TIOMHOTO IUTOTeHeTMYeCKOTO OTBETa MOYXeT
ObITh OCHOBAHO Ha pesynbraTtax FISH (aHanu3 He meHee 200 siiep) mpy 3TOM KOJIMYECTBO KJIETOK,
HeCYLIMX XMMEePHBIN I'eH, He TO/DKHO MPeBbIaTh 1 %

2YacTUYHBI [MTOTEHETUUECKNIi OTBET M TIOJHBI LMTOTeHeTHIeCKMi i OTBET BXOJST B TIOHSTHE
60mb110¥ uToreneruueckuii orset (BLIO — Ph* 0-35 %)

[l OLEHKM pe3yIbTaTOB MOJIEKY/ISPHO-TeHeTUUEeCKOTO MCCIeAOBAHMs 110 MeXIyHapOIHO
mikasie (IS) Heo6XOoMM TepecyeT MOMYYEHHbIX TaHHbBIX C MpUMeHeHueM (akTopa KoHepcuu. C
1IeJIbI0 MCKITIOUEHNMST BHYTPWIab0paTOPHOI BapnaberbHOCTH 3MeHeHMe ypoBHS BCR-ABL MeHee
yem Ha 1 1g (B 10 pa3 oT NpeabIAyIIero 3HaueHs1) Hy>KIAeTCs B IOATBEPKAEHNUY TIPU TTOBTOPHOM
a”anuse

3.1. JlekapcTBeHHOe€ ieueHue

3.1.1. IlIpenapatsl ajas Tepanuu XMJI u pexum 503UPOBaAHUS

B Poccuiickori ®@enepaunu nas jgedeHnus XMJI B Hacrosmiee Bpems 3apeructpupoBaHbl MTK
rmepBoro TmokoneHus (MTK1) umatuun6** m WTK2 HuaoTMHMOG™*, masaTuHM6**, 603yTHHUO.
[TepBble Tpy MpenapaTta IPUMEHSIOT Kak B 1, TaK ¥ BO BTOPOI U MOCIAEAYIOMINX TUHUSIX JIEUeHUS],
603yTMHMO — BO 2 JIMHUM JIeUEHUS] U TIOCIe Heymauyu [BYX JuMHMII Tepamuu. Beibop UTK
BBITIOJTHSIETCSI C YUETOM COTYTCTBYIOIIEI MAaTOMOTUM, MyTal[MOHHOTO cTaTyca, Ga3sl XMJI.

3.1.2. llepBas nuuusg tepanuu UTK nanyueHToB ¢ XMJI

¢ PekomeHpayeTcst BceM naiyeHTam B X®, ®A ucrionb3oBaHKe MMaTUMHMOA™* Kak mperapara 1
JyHUM a1 tepanuy XMJI B pexxuMe MOHOTepanuy U BceM nanyeHTaM B BK kak npemnapara 1
JUHUM B PEXMMe MOHOTepanuu ¥ B KOMOMHALMMU C JPYTMMU XUMMOTEPATIeBTUUECKUMU
npenaparamu [18-24].

VYpoBeHb YOeaUTEeIbHOCTY PeKOMeHAanuii — A (YPOBEHb JOCTOBEPHOCTM J0Ka3aTeNbCTB — 1).

Kommenmapuu: umamunu6™* — UTK nep8ozo noKojieHuUs ¢ cesieKmusHocmoio 8 omuouteHuu BCR-ABL
MUPO3UHKUHA3bL, Mmakdxie cnocobeH uHeubuposams c-KIT, PDGFR-kuHasHylo akmueHocms. Ilpu
npumeHeHuu umamuxuba** e 1 nuHuu mepanuu oduas evixcusaemocms K 11 200am cocmasnsiem 83 %,
sbicLusaemocms 6e3 npozpeccuposatus 00 PA u BK — 92%, uacmoma npozpeccuposauus 6one3Hu k 11
200am mepanuu He npesviwaem 7%. Ionwwili yumozenemuueckuti (IIL[JO) docmuzaemcs y 83 %
nayuermos [19].

Y 6onvuiuncmsa nayueHmaos COXpaHsrnmcsa xopouwlee kauecmaeo Mu3Hu u mpyao-cnoco6Hocmb.

Zosa umamunuba™* cocmasnsem 400 me 8 cymxu 011 XD u 600 me 6 cymku onst @A u BK [19-23].
IIpenapam pekomMeHO08AHO NPUHUMAMb 80 6peMsi edbl, 3anNU6ast NOJMHbLIM CMAKAHOM 8006l [[03bl
npenapama e 3asucumocmu om ¢asst XMJI ykazast 6 maon. 4.

CHuceHue 003bl He00X00UMO NPOBOOUMb NPU PA3BUMUU 8IeHULl MOKCUYHOCMU.

Ta6muiia 4. [1o3b1 uMaTUHMGa** 11py teuenny XMJI

Aoza Xo ®A n BK
CrapToBas Ao3a 400 mr/cyT 600 Mr/cyT
MNoBbliweHue f03bl (+1) 600 mr/cyT 800 mr /cyT
MoBbiweHne f03bl (+2) 800 mr/cyT -
CHuxeHune ao3bl (-1) 300 mr/cyT 400 mr/cyT

¢ PekomeHpayeTcs BceM maiieHTam B X® u @A ucrionb3oBaHKe HUIOTHHMOAa™* KaK Iperapara
riepBo¥t TuHMit Ayt Tepary XMJT B peskumMe MOHOTeparmu [25].

VpoBeHb yoeaquTeIbHOCTY PeKOMeHJanuii — A (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 2).



Kommenmapuu: HunomuHu6™* —  MowHslli, 8blcOKOCeNeKMuUBHbIl — uHeubumop BCR-ABL-
Mupo3uHKuHassl. Mmeem 0Oosbliee cpoOcmeo K Heli N0 CPABHEHUN C UMAMUHUGOM ™ akmueeH 8
omHoweHuu mymaHmuoix ¢popm BCR-ABL. Buinyckaemcs 8 eude kancyn no 150 u 200 me. B 1 auHuu
mepanuu nokasau nayuenmam ¢ X®@ XMJT 8 HauanvHoli doze 600 me/cym u 8 doze 800 me/cym 8 DA
[25]. Hesasucumo om ¢asst XMJI npuem ocyujecmensemcs 2 pasza 6 cymku 8 pasHuix 0o3ax (300 me
unu 400 m2) ¢ uHmepsaiom npumepHo 12 uacos. PekomeH008aH npuem npenapama cmpozo Hamouwax,
mMaxk Kax nuuwja 3HavumensHo yseaudusaem OuodocmynHocms npenapama (0o 80 %), umo gedem K
y8euYeHUr KOHYeHmpayuu HuiomuHuba** e nnasme. [lpuHumams npenapam cnedyem He pavee uem
uepe3 2 uaca nocne edvl; NOCe npuema HUI0muHuba™* nuwy ciedyem npuHuUMams He pamee uem uepes
1 uac. Kancynol Heo6x00umo 3anusams 0oCmamouHsIM KOJUUEC80M 800bl.

Ipu passumuu mokcuueckux s81eHuli 003a HUNOMuHUOa** moxcem 6vime cHuxceHa do 300 me 2 pasa
cymku unu 400 me 1 pas 6 cymku (mabn. 5). ITosviwerue 003wt ¢ 600 do 800 mz moxcem npugooums K
yAyuuleHuw yumozeHemuueckozo omeema unu MO, 00HAKo OaHHble pe3ynbmamol NONYHeHbl Ha
HeOONbUWOM HUCTIe NAYUEHMO8 ¢ MAJIOll OIUMeNbHOCMbI0 HAONI00eHUs, N03MOoMY Hem 00CMamOUHbIX
0CHOBaHULI peKoMeHA08amMb NosvlllieHUe 003bl HUTOMUHUOA ™™ npu pe3ucmeHmHocmu K CrnaHdapmHoli
dose npenapama.

¢ PekomeHayeTcsi BceM maiueHTaM B X® u DA ucrionb3oBaHue gasaTMHuba** Kak mperapara
nepBoil auMHMIT Ajsi Tepanuu XMJI B peXXumMe MOHOTepanuyu M BceMm nauyeHTam B BK kak
rperapata I€pBOI JMHMII B peXuMMe MOHOTepamuyM ¥ B KOMOMHALIMM C APYTUMMU
XMMMOTepaneBTUUeCKMMM NTperniapatamu [26—-28].

VpoBeHb yoeaquTEeIbHOCTY PeKOMeHJanuii — A (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 2).

Kommenmapuu: dazamunu6™** — mHozouyenegoli npenapam, e63aumodelicmeyrowuti co MHO2UMU
MUPO3UHKUHA3HBIMU U HEMUPO3UHKUHA3HbIMU — Oenkamu. OH  uHeuGupyem  ciedynoujue
mupo3uHkuHaswsl: BCR-ABL u cemeticmea Src (SRC, LCK, YES, FYN), c-KIT, EPHA2, PDGFRf, PDGFRa.
CnocobeH in vitro uHzubuposams pocm KJaemouHsix JUHUli ¢ 2unepakcnpeccueti BCR-ABL, akmusauueti
anbMepHAMUBHbLIX OHKO2eHHbLX nymetl, ekauarwux kurasst cemeticmea SRC (LYN, HCK). IloxasaHa
803MOXCHOCMb Npenapama NPoHUKAMs uepe3 2emMamodtye-panuueckuii 6apoep.

Pexomerndyemas dosa dazamunuba™* ons X® cocmasnsem 100 mz/cym, a dns @A u BK — 140 mz/cym
[26-28]. IIpu sieneHusx moxkcuuHocmu 0o3za dazamuHuba™* nayueHmam 8 X® moxem Obims CHUMEHA
0o 80 mez 1 pa3 8, nayuenmam 8 @A u BK do 100 me 1 pa3 e cymku, npu n08MOPHLIX INU300AX
mokcuuHocmu — 0o 80 wme/cym (mabn. 5). [daHHblx 00 3pdexmueHocmu nosviiieHus 003bl
dazamuHuba™* do 140 mez/cym npu pe3ucmeHmHocmu K cmaHoapmHoli do3e Hem. B ces3u ¢ amum 8
KJAUHUYECKOU npakmuke yseauueHue 003bl npenapama npu HedocmamouHoli 3¢pexmusHocmu ezo
cmandapmHoti do3vl HeyenecoobpasHo.

sk

Ipumenernue UTK2 (HunomuHu6** dazamunu6**) 8 1 1uHuu 1eueHus No CPaAsHeHUI0 ¢ UMamuHubom**
docmosepHo 6oJiee IPPeKkmuUsHO No CHUMEHUIO 8eposimHocmu npoezpeccuposanus XMJT u Gonee
8bLcoKOl uacmome docmudieHus 211y6okozo MO e 6osiee paHHue cpoku. [IpumeHeHue HUIOMUHUGA ™ 8
nepsoti nuHuu 8 dosze 600 mz/cym no3eonuno uepe3 1 200 mepanuu docmuus BMO 'y 77 % nayueHmos
no cpasHerutw ¢ docmuxceruem BMO y 60 % nayuenmos, nonyuasuwiux 400 mz/cym umamunuba™* K 5
200am mepanuu 2nybokuti MO4,5 docmuzHym y 54 % nayuenmos 8 epynne HunomuHuoa™* 600 me/cym
8 cpasHeHuu ¢ 31 % nayuenmos 6 zpynne umamuuuba** [25]. CpasHenue dazamunuba™** e dose 100
Me/cym ¢ umamuHubom™* e 0dose 400 mz/cym 6 1 JnuHuUU Makxe NOKA3AN0 NpeuMyuwecmso 8
docmuxcenuu BEMO « 1 200y neuenus: y 76 % nayuenmos, noayuaswux dazamunub™** npomus 64 %
nayueHmos Ha mepanuu UMamuHu6om**[26].

Hunomunu6™* u dazamunu6™* obecneuusarom 6ojiee 8biCoKyto uacmomy docmuxceruss MO4 u MO4,5
N0 CPABHEHUIO C UMAMUHUOOM ** Umo Moxcem y8eauuums Yuci0 NayueHnos, 20MMossIx 8 nepcnekmuase
K KOHmpoaupyemomy HabodeHur 6e3 mepanuu. K 5 200am mepanuu anybokuti MO4,5 docmuzrym y
42% nayuenmos 8 epynne dazamuHuba** e cpasHeHuu ¢ 33 % nayuenmos 6 epynne umamuHuba**
[25,26]. IIpu 3mom 603MOXCHOCMb pazeumus HeO1dz0NpUsMHbIX coObimull (Hanpumep, OKKJI03UU
nepugepuueckux cocy0os npu npumeHeHuu HUJIOMUHUOA

ek

, passeumue nJiespaibH0z0 6vinoma npu
onumenvHotli mepanuu 0asamuHubom**) mpebyem oyeHKU CO0Meemcmeyrwux (Gakmopos pucka y
nayuenmos [26,29-31]. IIpogune moxkcuyHocmu umamunuba™* sensemcs Haubosee 6e30nNaACHbIM, d
onvlm npumeHeHust 8 1 IuHUU seueHus: — Haubosnee OnumesnvHsIM 8 cpasHeHuu ¢ opyeumu UTK. Takice
2mo Haubosee docmynHblii Ha cezo00HAWHMUL OeHb npenapam. OOHAKO, 8epOSIMHOCMb ObICMPO2O
docmusceruss BMO u eny6okozo MO npu sieueHuu umamuHu6om ** no cpaseruto ¢ UTK2 Hue [25,26].
HmamuHu6™** moxcem 0Obims onmumansHoli mepanueti 01 nayueHmos ¢ HU3KOU 2pynnoli pucka,



60s1bHBIX cMapuie 60 iem u/unu nayueHmos ¢ Conymcmaywumu 3a601e8aHUIMU, 02PAHUUUBAIOUUMU
HasHaueHue UTK2.

3.1.3. Bropas u cienywomue auaum tepanuu UTK naumenTos ¢ XMJI

¢ PekomeHayercss BceMm mnauyeHtTaM B X® u DA wucnonb3oBanne WTK2 (HWIOTMHUG™,
IasaTMHU6**, 603yTHHMO) Kak IMpernapaTtoB 2 M MOUIENYIOIIMX JUHUI ajia teparnuu XMJI B
pekuMe MOHOTepanuyu M BceM mauyeHTam B BK Kak npemnapaToB 2 M Mociaenyoiiux JMHUIA B
pexumMe MOHOTepanuyu, a Takke B KOMOMHAIUM C APYTMMM XUMMOTEpaIeBTUYeCKUMMU
nperapatamMu (O HWIOTMHMOa**,  masaTuHMOa™* HasHaueHne npu BK BHe
3apernCTpUpPOBAaHHbIX ITOKa3aHuit) [18,32-37].

VpoBeHb y6eaIUTEIbHOCTY PEKOMEeHaanuii — B (YpoBeHb JOCTOBEPHOCTU TOKA3aTEIbCTB —
2).

Kommenmapuu: npumenerue HTK2 6o 2 auvuu mepanuu XMJI 3s¢gekmusHo Kak npu
HenepeHoCUMOCMU, Max U Npu pe3ucmeHMHOCMuU K umamunuby™* Y 59 % nayuenmos 8 X®@ XMJI npu
NpUMeHeHUU HUAOMUHUGA™* 60 2 JUHUU JleueHus y NayueHmos ¢ pPe3UCMeHMHOCMbi0 Uil
HenepeHoCcuMocmylo umamuHuba™** 6st1 docmueHym BL[O, npu amom y 45 % nayuenmos Habodancs
IO [34]. Bo 2 nuHuu mepanuu Hu10muHub6** HasHauaemcs 8 doze 800 me/cym 8 XD u DA [34].
Ipumenenue dazamuxuba™* 6o 2 aunuu mepanuu y nayuermos ¢ X®@ XMJI npu HenepeHocumMocmu
MU pesucmeHmHocmu K umamuHuby** noseonuno dobumscs BMO y 55 % nauuenmos npu
HenepeHocumocmu u 'y 43% - npu pesucmeumnocmu [32]. Hcnonv3osanue dazamuHuba™** e DA
nossonuno docmuus BIIO y 33 % u ITLO y 24 % 6onvHbix [27]. [IpumeHneHue amozo npenapama npu bK
noseonuno nonyuums BIIO y 25% nayuenmos ¢ muenoudusim BK u 50 % nauuerHmos ¢ aumepoudHsim
BK 6 meueHue 24 mecsyes, 00HaKo amu omeemsl He Obliu onumensHoimu [35]. PekomeHndyemas dosa
dasamuHuba** 8o 2 u nocaedyrouwjux auHusx ona X@ cocmasasem 100 me/cym, a ons @A u BK 140 mz/
cym [26].

Fo3ymuHub — uHeubumop xkuHasst BCR-ABL, a maxxce kuna3s cemeticmea SRC, 8 mom uucne SRC, LYN
u HCK. Ilpenapam o6aadaem MUHUMANbHOU uHeuGUpyrOuleli akmueHOCMyl 8 OMHOUIeHUU
peuenmopoe PDGFR. Cmanoapmuas doza — 500 mz 8 cymku. B cnyuae HexcesamenvHuix S1871€HUL,
npenssmcmeyuiux NpoooaxeHuIo mepanuu 8 cmaHdapmHoti do3e, 003a moxem 0vime cHuMceHa 00 400
u 300 mz 1 pas e cymku (mabn. 5). Hem daHHbsix 00 3(hhekmusHocmu nosviuieHus 003sl 603ymuHuba
npu Hea(pexmusHocmu cmanoapmuoii do3sl npenapama. B ceés3u ¢ amum 8 KauHuueckoli npakmuke
yeenuueHue 003bl npenapama npu HedOCMAamouHol 3pdekmusHocmuU €20 CMAaHOapmHoli 003bl
Heyenecoo6pasHo.

Bosymunu6 makxe oxasancsa 3pgexmusHoiM y hayueHmos ¢ pezucmeHmuocmolo (n=200) unu
HenepeHocumocmoio (n=88) npedwecmayrwuieii mepanuu umamuHubom** Ilpu meduaxe HabarOeHUs
>24 mec. kymyasamuenas uacmoma docmuxcerust ITI'O, BIIO u ITIO cocmasuna 77 %, 57 % u 46 %
coomgemcmaenHo, BMO u enyb6okuti MO 6osiiu nonyuenst y 35 % u 28 9% [37]. Bosymunu6 makice
noxasan apexmueHOCMsb y nayueHmos ¢ Heyoaueii mepanuu He moavko umamuHu6om™* no u UTK2
(Oazamunu6**, nunomunu6**). [0, ITL[O u BMO docmuenu 62/86 (72%), 16/72 (22 %) u 20/78 (25 %)
nayueHmMos C00MeemcmeeHHo nocae mepanuu uMamuHubom™* u odazamuHubom™ . Dmu e
nokasamenu 6ovL1u 3apezucmpuposatst y 20/26 (77 %), 5/24 (21 %) u 1/19 (5 %) nayuenmos, paHee
noyuaswux umamuHu6™* u Hunomuxu6** [33]. Taxum ob6pa3zom, HeGonvwas Aoast NAyueHmMos c
npedwecmeyrujeti Heydaueili mepanuu deyms UTK Ha ¢poHe npuema 603ymuHuba mMozia docmuzams He
monwko IO, Ho u Gonee 21y60KUX (YUMOzeHeMmu4eckux U MoeKyJIIpHbIX) 0Meenos.

3.1.4. Ilpuuunst Bei6opa UTK npu cmene Tepanmm

e PexomeHpyercss Bbi6op MTK ¢ yueToMm COIMYTCTBYIOLIEN MMATOMOIMM IJi TPeNOTBpAIleHMs]
HesKeJlaTe/IbHBIX SIBJIEHUI IIpU Tepanuu y nauyeHtos ¢ XMJI [10,11,38].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTHU OKA3aTEIbCTB —

5).

Kommenmapuii: C yuemom npoguns mokcuuHocmu HTK npumeHsiom € 0CMOPOXCHOCMbI0 npu
HeKOMOopbIX NepeulcieHHbIX Hudce 3a00/1e8aHUSIX U COCIMOSIHUSIX.

e

Hunomunué

° HaHeramum 68 aHamHe3e — 6 peakux aiyuassix ommeueHo o6ocmpeHue naHkpeamuma, moxcem
Hab1100amscs NoBvllUIEHLE YPOBHs amujid3sl, Jiunda3obl



L4 CaxaprnI duabem — Ha LI)OHG mepanuu HUJOMUHUOOM ** 803MOMCHO NOSABTEHUE 2unepeiaukemuu
KaanOBGCKyﬂHprle uwemudecxkue C06blmuﬂ,
npOOEMOHCmpMpOG(IHG noebluieHHas

e AmepocKkaepomuueckoe nopajeHue cocydos,
OKKJIIO3UOHHAsS 0O0one3Hb nepugepuueckux apmeputi —
8EPOSIMHOCMb UX PA38UMUSl Y NAYUEHMO8 C yxe UMEIWUMUCT (akmopamu pucka passumus
cepdeuHo-cocyoucmolx 3a60ae8aHuli no CpasHeHuio ¢ umeroujetica e ooweti nonyaayuu [39].

Tazamunu6**

e XpoHuueckue cepdeuHo-cocyducmole 3ab0ie8aHus, XpoHuueckue 06CMPYKMueHsle 3a00J1€8aHUSL
JlezKUX, OPOHXUANbHASL ACMMA, NHEBMOHUSL, MPABMA 2pyOHOLI KNemKU, aymouMMyHHble HAPYUleHUS]
— (hakmopel, enusOWUe HA HACMOMY paA38UMuUs N1e8PanbHbIX 8binomos [26,29,30,40]

o XpoHuueckue 3a6onesarust JKKT ¢ 8bICOKUM PUCKOM pa3sumuis KposomeueHuti, NOCMOSHHbLl npuem
aimuazpezaumos — 0azamuHub ** oonadaem anmuazpezaHmHoim 3¢ppexkmom [41].

Bo3ymunué
* msiicesioe HapyuieHue GyHKYuU neueHu u nouex [42].

Bce UTK cnedyem npumeHsms ¢ 0CMOPOHCHOCMbI0 Y NayueHmos ¢ yonuHeHHsim unmepeanom QT, a
makxe ¢ KAUHUUeCKU 8blpaxeHHOl cepdeuHoli HedoCcmamouHoCcmoko, OUCYHKUUEL J1e8020 Hey0ouKa,
apummusimu. Cnedyem usbezams 00HO8peMeHH020 hpumeHeHus UTK kak ¢ uHoykmopamu, max u
uHeubumopamu uzopepmenma CYP3A, a maxsice ¢ npenapamamu, yonuHstowumu unmepsan QT [43].

¢ Pekomenpgyercsi Bbioop MTK mpu tepamumu XMJI ¢ y4eToM MyTalMii TUPO3MHKMHA3HOTO
nomena rera BCR-ABL [44-50].

VpoBeHb y6eqUTETbHOCTA PEKOMEHIAMii — A (YPOBEHb JOCTOBEPHOCTH AOKA3aTeIbCTB —
1).

Kommenmapuu: mymayuu BCR-ABL onpedensiom uy8cmeumenbHOCMs JEUKO3HbIX KIemoK K
8o3deticmauio onpedenerHozo UTK. Ha MomeHm OudzHOCMUKU MyMAayuoHHbsLii cmamyc yenecooopasHo
onpedensms npu debtome XMJI 6 @A u BK. Takie Hanuuue mymayuti mupo3uHKUHA3HO20 0OMeHa
BCR-ABL Heobxo00umo ucciiedosams npu Heydaue mepanuu u neped cmeroti UTK.

Mymayuu, komopule onpedensiroujue HU3Kyw uyscmeumesibHocms Kk UTK:

e K odasamunuby** — F317V/L/I/C, T315A, V299L, Q252H. Ilpu 8vis81eHUU YKA3AHHbIX MYymayuii
npeonoumumensHee mepanust HuaOMuHubGomM™* Tlpu Hanuuuu mymayuti F317V/L/I/C, T315A,
Q252H 803MoxHa makxe mepanust 603yMuHuU6GoM.

Y253H, E255K/V, F359V/C/I. IIpu 8bis8neHUU OaHHbIX Mymauuii

Ipu Hanuuuu mymayuti Y253H, F359V/C/I

e K Hunomuumuby** -
npeonoumumensHee mepanus OazamuHuGom**
803MOXCHA Maxxce mepanust 603ymMuHUOOM.

e K 603ymunuby - E255K/V  (npednoumumesnvHee dazamuHubom™*),  V299L
(npednoumumensHee mepanusi HUAOMUHUOOM**), G250E (803MOMHO HA3HAUEHUE HUNOMUHUOA ™™ u
dazamuHuba*™*).

mepanus

Tepanus ecemu nepeuucneHHsivMu HTK (umamuuu6™% HumomuHu6™** oJazamuHu6** 603ymuHub)
Hea(pexmuena npu Hanuuuu mymayuu T3151 [50,51). Ilpu e6wvisenreHuu daHHol Mmymayuu
pexomendyiomcsi nouck HLA-udenmuuHozo doHopa, svinonxeHue anioTICK nubo 8kawueHue maxkozo
nayueHma 8 KauHuueckue ucciedosauus [52-54]. Ilpu HesozmoxucHocmu annoTICK e kauecmae
anbmepHAMuUBHO20 JieueHUss HAazHauarmcs 2udpokcuxapoamud™* (mabn. 9), Kypcol mansix 003
#yumapabuna** (10 me/m> nodkoxHo 2 pasa e denv 6 meuerue 21 OHs), KypCol NOIUXUMUOMEPANUU,
uHmepgepovomepanusl.

ek

Ta6auiia 5. [103bI HWIOTMHMOA™, masaTuHMb6a™* 1 603yTHHMOa

Aoza HUNOTUHNG* * [a3aTuHnG** Bo3yTuHn6

npenapara
1-9 NINHUA 2-9 NNHUA 1 »n 2 nvHUKM 1 wn 2 5nuHum 2 1 nocneaylowme NMHUN
Tepanun XoO Tepanuu Tepanun X Tepanuu Tepanun X®, ®A n BK

X0 n ©A DA 1 BK

CrapToBas fo3a

600 mr B cyT (300
Mr

X 2 pasa B CyT)

800 mr B cyT (400
Mr

X 2 pasa B CyT)

100 mr
X 1 pa3 B cyT

140 mr
X 1 pa3 B cyT

500 mr x 1 pa3 B cyT

CHWXeHne  [ao3bl
1

400 mr
X 1 pa3 B cyT

600 mr B cyT (300
Mr

X 2 pasa B CyT)

80 mr
X 1 pa3 B cyT

100 mr x
1 pa3 B cyT

400 Mr x 1 pas B cyT

CHuxeHne 03bl
2

400 mr
x 1 pa3 B cyT

50 mr
x 1 pa3 B cyT

80 mr
x 1 pa3 B cyT

300 mr x 1 pa3 B cyT




3.1.5. luarHocTyKa Ha 3Talle JeueHus (MOHUTOPUHT pe3yabTaToB Tepanuu UTK
y nanyeHnToB ¢ XMJT)

e PeKOMEHAyeTCS  peryaspHblii ~ MOHMTOPMHI  TIeMaTOJOTMUECKMUX,  IIUTOT€HETUUECKUX
¥ MOJIEKY/ISIPHO-TEHETUUECKMX U APYTUX TToKa3aTesleit y mamyeHTa ajst oreHKM 3GPeKTUBHOCTI
u iepeHocumocTy teparuy UTK [11-13,15,55,56].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHaanuit — C (YypoBeHb TOCTOBEPHOCTY TOKA3aTEIbCTB — 4).

Kommenmapuii: 011 c6oe8pemMeHHOU OYeHKU pe3ynbimamos mepanuu U 803MOXCHBIX HEHCEe/IAMeNbHbIX
se/ieHull mepanuu HeoOX00UMO pezyJIAPHO BbINOJIHSIMb MOHUMOPUHZ KAUHUKO- JN1a60paAmopHsix
nokasamenneti (ma6:. 6). [IpuHuMas 80 8HUMAHue HeoOX00UMOCMb O/IUMENbHO20 NpUemMa Npenaparmos,
yenecoobpasHa pezynsipHas becedd ¢ NAYUEHMOM C Yeblo KOHMPOJI NPUBEPHEHHOCMU Mepanuil.

Ta6auia 6. YacToTa AMHAMMUYECKOro 06cieqoBanus rmamnyeHToB ¢ XMJI, nonyuaronimx UTK

WUccneposanne MepMoANYHOCTb MOHUTOPUMHIa

KnunHuyeckuii aHanus Kposu Kaxable 15 aHel A0 AOCTMXEHUs W noaTBepxaeHus MO, panee - Kak
MUHUMYM Kaxxable 3 Mecsila uimn valle
no Mepe Heo6xoANMOCTH

CraHpapTHoe LUUTOreHeTMYecKoe nccnenoBaHue Ha 3-M u 6-M Mecauax Tepanuun
KocTHoro Mosra (CLUW - He meHee 20 meTadas) Ha 12-m mecsue Tepanuu (npu goctuxeHun MLO
(nNpv HeBo3MOXHOCTK — FISH) Ha 3-M Mecsle U NOATBEPXAEHUN Ha 6-M Mecsue —

MOXET He BbIMONHATLCS)

Mpu_Heynaye neyeHus (nepBMYHAs WAM BTOPUYHAS PE3NCTEHTHOCTb), NpuU
BO3HUKHOBEHUW HEOBBACHMMOI LUTONEHUN

Mpun Hannuun XA (B pebiote unm B xoade Tepanuu) B Ph-nonoxutenbHbIX n
Ph-oTpuuatenbHbix kneTkax uenecoobpaseH 6osiee YacTblii LUTOrEHETUYECKUIA
MOHUTOPUHI

Mpn ypoBHe BCR-ABL MeHee 1 % ™MeToAOM Konu4yecTBeHHow [LP
LuMTOreHeTUYeCcKoe nccneaoBaHme HelenecoobpasHo

KonuyectBeHHas nup B peanbHOM BpeMeHn Kaxable 3 mecsua A0 AOCTMXEHUS U noaTeepxaeHus BMO, 3atem kaxable 6
(n3mepeHune ypoBHsi BCR-ABL C yka3aHueM Konmyectsa mecsiue*

KOMUI KOHTPOJSIbHOTO reHa ABL) JlabopaTtopusi  AO/DKHA MMETb (aKTop KOHBepCMW A/ NpeacTaBiaeHus
pe3ynbTaToB 0 MexXAyHapoaHok wkane IS (%). Mpu otrcyTcTBUM hakTopa
KOHBEpCcMM 1{e1eco06pa3HO BbIMOIHEHNE NCCIIEA0BaHNS

B 04HOW u Tok e nabopatopum

MyTaumnoHHbIN aHanu3 BCR-ABL Mpwv HeyAaye Tepanuu NepBol NNHWUK, NPU Nepexoae
Ha apyrve UTK nnv apyrve Buabl Tepanuu

BUOXMMUYECKNIA aHaIn3 KpoBu Kaxable 15 aHel B TeyeHne 1-ro Mecsaua Tepanuu;

1 pa3 B Mecsil, B TeYeHMe nepBbIX 3-X MecsiLes Tepanuu;
nanee 1 pas B 3 Mecsaua A0 12-Tn Mecaues Tepanun;
nocne 12-tn mecsiues - 1 pa3 B 6 Mecsaues

Mpn Heo6X0AMMOCTN MOHUTOPUHIA TOKCUYHOCTY
rnokasaH 6onee YacTblii KOHTPONb

IKI Y naumeHToB C (akTopaMn pucka, CepAeqHO-COCYAUCTbIMK 3aboneBaHUAMMU
PEKOMEHA0BAH MOHUTOPUHI NO KIIMHUYECKUM MOKa3aHWUsM

Mpu nepexone Ha apyrue UTK: nepea Havanom Hosoro UTK u uvepes Heaento
npuema Hosoro UTK

PeHTreHorpadus/dnooporpadus  opraHos  rpyaHou 1 pa3 B roa wam nNo KAVMHUYECKMM NMOKa3aHUsaM
nonoctn

*Bo3MO)keH 0o0Jiee 4YacTblii KOHTPOJIb ISl OLEHKM CTAaGMIBHOCTM IJTYOOKOTO MOJIEKY/ISIPHOTO
oTBeTa Iepe BKIIOYEHEM B MCC/IeOBAHNSI TI0 HaOMIOEHMIO 6e3 Tepariin.

3.1.6. TakTHKa BeJeHUS B 3aBUCUMOCTHU OT PeE3yabTaTOB TEpanun

¢ PekomeHAyeTcs TalMeHTaM C Heyhadeil Tepanuu wuMaTMHMOOM™** mepexom Ha WTK2
(HtoTMHKG6™*, mazatMHu6™*, 603yTNHNO) [27,32-34,36,37].

VpoBeHBb yOenuUTeTbHOCTU PEKOMEeHIAnuii — A (YPOBEHb JOCTOBEPHOCTHU [OKA3aTEIbCTB —
2).

Kommenmapuii: 3¢ppexm mepanuu 1 nuHuu moxcem Obvlmb pacyeHeH KAK ONMUMANbHbIL, Heyoaua
mepanuu, npedynpexcderue (mabi. 7).

IIpu Heydaue mepanuu umamuHubom™* @ 1 nauxuu nokaszad nepexod Ha HTK2 ¢ yuemom
nepexHocumocmu u MymayuoHHozo cmamyca. B ycnosusix oeparuuentozo docmyna UTK2 npu Heydaue
mepanuu umamuHu6om** e 1 auHuu Heobxo0uUMo 6e30maazamesbHoO NOBbICUMb 003y UMamuHuba™** 0o
600-800 mz c yuemom hepeHOCUMOCMU, 8 Kaueciee eépemeHHOl Mepvl 0o nepesoda Ha MTK2. Y
nayueHmos ¢ 8vicokoli epynnoti pucka no J.E. Sokal (ma6n. 2), IXA 6 Ph-nosioxcumenvHblX KI1emKax
(Komopele 87110MCs1 NPOZHOCIMUUECKU HeONazonpusimHsiMU akmopamu) npednoumumensHee CMeHd
UTK, uem nosviuiexue 003vl UMamuHuba **,

IIpu Heydaue mepanuu UTK2 e 1 nuHuu seueHus nokasama cmeHa nhpenapama Ha opyeoii UTK2; e
UHmMepecax nNAyueHmos paccmompems BapuaHmsl IKCNEPUMEHMANBHO20 JleUeHUsl 8 pPamKax
KAUHUYECKUX UCCIe008aHUll, NoKa3aHo 8vinonHums HLA-munuposaHue cubnuHz08 npu ux HAaUdull.
AppexmusrHocmos ysenuueHus 0ozl UTK2 6 1 JauHuu HedocmamouHo 00KA3aHa U NO3Momy
HelenecoobpasHa.



TIpu onmumansHoM omeerme npoooJixcarom jeueHue mem xe npenapamom UTK.

Hpu omcymcmeuu onmumajibHo20 omeema peKOMEHaO6aHO nposepumos npusepiceHHocms nayueHma
K mepanuu u 603MOXMHOe JieKapCmeeHHOoe esaumoaeﬁcmeue, 6bINOJIHUMb AHAJIU3 HA Mymauyuu BCR-
ABL.

Ipu xoHcmamayuu npedynpexcdeHus Ha mepanuu umamunubom™* u HTK2 yenecoobpasHo
npodo/xums npuem npenapama 8 npexcHeli 0o3e, 6blNOAHAMb 0o0ee uacmolli MOHUMOPUHE,
obecneuums 20M0BHOCMb K CMeHe mepanuu 8 ciayuae KOHCmamayuu Heyoauu.

Ta6auua 7. Kputepun otBeta Ha Tepanuio UTK B mepBoii IMHUY jeueHus y nauyeHToB B XD u
OA

Cpok Tepanumn OnTMManbHbIi OTBET MpeaynpexxaeHne Heyaaua tepanun

Ha MomeHT AnarHosa Bbicokuii puUcCK: «3Ha4yuMble»
aHoManuu
B Ph+ knetkax

3 Mecsiua NOJHbIN remMaTonorMyeckuit Ph+ 36-95 % (MLO) Het Nro
otBeT (MIrO) BCR-ABL 210 % Ph+ >95 %
Ph+ <35 % (4U0)

BCR-ABL <10 %

6 MecsueB Ph+ 0 % (MNUO) Ph+ 1-35% (4L0) Ph+ >35% (meHee YLIO)
BCR-ABL <1 % BCR-ABL 1%-10% BCR-ABL 210 %

12 mecsaues Ph+ 0 % (MUO) Ph+ 0% (NUO) Ph+ >0% (meHee MLO)
BCR-ABL <0,1 % (BMO) BCR-ABL 0,1-1% BCR-ABL 21 %

B panbHeiiwem BCR-ABL <0,1 % (BMO) wnu OXA B Ph- kneTtkax MNoteps Mro

1 B ntoboe Bpems MeHee (=7 vnn 79-) Moteps MUO

MoTtepss BMO*
MyTtauun BCR-ABL
AXA B Ph+ kneTtkax

*nogTBepkaeHHas morepss BMO: ypoBedb BCR-ABL >0,1 % B nByx u GoJiee mocC/ieqoBaTeIbHbBIX
aHanMsax, B OMHOM 13 KOTopbix BCR-ABL >1 %

e PekomeHpayeTcs1 n3MeHeHue tepanum npu ypoBHe BCR-ABL >10% k 3 mecsuam jgedeHUs
(cmena UTK) [57-59].

VpoBeHb yoenuTeTbHOCTY PEKOMEHIAnuii — A (YPOBEHb JOCTOBEPHOCTU JOKA3aTeIbCTB —
2).

Kommenmapuii: 00HOU U3 CNnopHelX U HEOOHO3HAUHBIX NO3UYULl 51675emcs B80Npoc pPaHHezo
nepexntouerus Ha opyezoii UTK npu yposHe BCR-ABL >10% k 3 mecsyam mepanuu UTK. YposeHv BCR-
ABL >10% sensemcs npozHocmuuecKu HebazonpusmusiM 07 obujell  8blxcusaeMocmu,
sviicugaemocmu 6e3 npoezpeccuu, 01 noaydeHus enyookozo MO npu npumeHeHuu 006020 U3
ykazauHolx UTK (pakmop pucka Heyoauu mepanuu). OuegudHo, umo npooonxeHue aeueHus, Komopoe
He s85emcs IppexmusHsiM, yseauuusaem puck npozpeccuu 3abonesarusi. O0HAKO 6 pasHovle 2006l
MeNOyHapoOHble IKCnepmol 8blpabomanu pazHole KOHYenyuu UsMeHeHus mepanuu Ha cpoke 3 mecsaya
(pexomeHdayuu npogeccuoHanvHix cooobujecms ESMO 2012, ELN 2013, NCCN 2013) [5, 67, 68]. Omo
C83AHO C omcymcmeuem paHoOMU3UPOBAHHBIX UCCNEA08AHULL NO CPABHEHUI0 U3MEHEHUsl CXembl
JleueHust Ha amom cpoke npu yposHe BCR-ABL >10 %.

Ha o6cyxdenuu Paboueli epynnel paspabomxu KAUHUYECKUX peKomeHOayuli no duazHocmuke U
jeyenuto XMJI OdocmuezHym KOHCEHCYC O mMOM, 4mO paHHee U3MeHeHue Mmepanuu B803MOMCHO
ocywecmensames HauuHasi ¢ 3-20 mecsya JieueHus npu ewisieseHuu ypoeHsi BCR-ABL >10 %. [ns
noomeepycdeHuss Heydauu HA IMOM  CPOKe JieueHuss NOKA3aHO OUeHUmMs  pe3yibinamol
U YumozeHemuueckozo, U MOJEKYAAPHO-2eHeMUUecKko20 Memoda O00HOBPEMEHHO, C mem umoOlsl
noomeepdumso 3HauumenvHoili 06sem onyxosnesoti maccol (Ph >35 % u BCR-ABL >10 % kax ¢akmopol
pucka Heydauu mepanuu HTK); makxe onpasdavHsl NOBMOpHsle J1aO0paAmMopHble Mecmbl
(uumozeHemuueckue, MOAEKYJISIPHO-2eHemuueckue) 071 N00MeepHOeHUS 8bls168/IEHHbIX USMEHEHUTI.

3.1.8. Tepanus npu Heyade BTOPOIL U NOCTAERYIOIIEl IMHUY IedeHUST

¢ PeromeHAayeTcs n3MeHeHMe jedeHus mpy XMJI nipu Heymade 2 u 6osee jmHMIA Tepany XMJT
(nepexop Ha apyroi UTK, annoTTCK) [33,60,61].

VpOBeHl) YﬁeJIMTeJ'HJHOCTM pel(omel-l,uaunﬁ -C (ypOBeHl) AOCTOBEPHOCTHU AOKa3aTeJbCTB —
2).



Kommenmapuii: ~ coznacHo  omeuecmeeHHbIM — peKOMeHOauusiM, a  makxe  esponelickum
pekomeHoayusm no npumeHeHuro mepanuu HTK2 6o emopoti aunuu, npu omcymcmeuu IIT'O
K 3 mecayam u no menwvweil mepe MLO k 6 mecayam mepanuu HTK2 xoHcmamupyemcs
pe3ucmeHmHocmy K JeueHuto (mabn. 8) BoamoxHocmu mepanuu npu Heydaue 2 u 6Gonee JUHULL
mepanuu HTK oepavuueHs.. Omcymcmeue pe3epsa HOPMANbHO20 KpPOBEMmeopeHusl, OnumesipHble
yumoneHuu denaiom mpyoHo 8bINOSIHUMbBIM OnumessHoe npumererue MTK 6 nocmosiHHom pexcume U 6
nosHelx 0o03ax, umo cHuxcaem 3ggexmueHocms neveHus. B kauecmee mepanesmuueckux onyuii
paccmampusaromcss  nepegod Ha Opyeoti HTK2, annoTICK. Tlpu nosyuyeHuu  KAUHUKO-
2emMamoJsiozuieckoti pemuccuu, a makxie 8 cryudae 0ocmuxeHuu pedykyuu setiko3Ho2o KJI0HA (KAUHUKO-
2eMamosiozuueckozo0 omeema, YumozeHemuueckozo omeema) npu 3 JUHUU mepanuu 60npoc o
evinonHeHuu annoTICK Heob6xodumo pewams HezameonumensHo. Ilpu omcymcmeuu s¢pgpexkma u
npozpeccuu 3abosiesauus co coepycusarujeli yeavl0 NOKA3AHO NpPUMeEHeHUe UumocmamuyecKux
cpedcms, 2udpokcuxkapoamuda™*,

Ta6auia 8. Kpurepun orBeta Ha U'TK B kKauecTBe BTOPOIt 1 6ojiee TMHUM Tepammn

Mpoponxxu- XapakTepucTuka oTeBeta
TeNIbHOCTb JiIeYeHus
UTK2
LleneBoit ypoBeHb oTBETa MpenocTepexexune Heypauya
[lo nevenuns remaTosiornyeckas
PE3UCTEHTHOCTb K MMaTUHUOY**
uuToreHeTMyeckas
PE3UCTEHTHOCTb
K UTK 1 nuHum
BbICOKMI pUCK
3 mecsua BCR-ABL <10 % BCR-ABL >10 % OtcytcTeue MNro
u/vnn Ph+ <65 % (MUO) n/vnu Ph+ 65-95 % (MuHLIO) wnm Ph+ >95 %
W HoBble MyTauun BCR-ABL
6 MecsueB BCR-ABL <10 % w/vnn Ph+ Ph+ 36-65 % (MLO) BCR-ABL >10 %
<35 % (4U0) n/vwnn Ph+ >65 %
W/VNn HoBble MyTaLun
BCR-ABL
12 Mecsaues BCR-ABL <1 % BCR-ABL 1-10 % w/vnu Ph+ 1- BCR-ABL >10 %
w/vnn Ph+ 0 % MNUO) 35 % (4U0) w/vnn Ph+ >35 %
W/VNn HoBble MyTaLumn
BCR-ABL
B noboe BCR-ABL <0,1 % (BMO) [OXA B Ph- knetkax: notepsa MO unu notepsa NMUO
nocneaytoulee Bpems -7 vnn 7q- noaTBepxaeHHas noteps BMO*
wnu BCR-ABL >0,1 % nosineHve mytaumini BCR-ABL
OXA B Ph+ kneTkax

*monTBepykmeHHast rmorepst BMO: ypoBedb BCR-ABL >0,1 % B mByX u 6ojiee TOCIeIOBaTeIbHbIX
aHanmsax, B O0HOM 13 KOoTopbix BCR-ABL >1 %.

3.1.9. lluTopenyKTUBHASA U IUTOCTATUYECKAs Tepanusa

e PekomeHpayeTcs LIUTOPENYKTUMBHASI Tepamnus [JIs1 YMEHBIIeHNsT OITyX0JIeBOii Macchl B febroTe
3a00/meBaHMsI, IUTOPENYKTUBHAS ¥ [UTOCTATMUYECKas Tepamuu TpU Pe3UCTEeHTHOCTU K
HEeCKOMbKMUM JIMHUSAM Tepanuyu WNTK, HEeBO3SMOXHOCTM [OPYroil Tepanuu, C NaUVIMaTUBHON
neinbto [10,11,62-66].

VpoBeHb y6eauTeTbHOCTM PEeKOMEeHAAIMii — B (YpoBeHb JOCTOBEPHOCTH HOKa3aTeIbCTB —
3).

Kommenmapuu: B X® XMJ/I npumeHeHue XUMUONpenapamos nposoodumcss 8 pexcume
MOHOXUMUOMepanuu, Komopas Ha3Hauaemcs 8 C1eoyiowux cayuasnx:

1) Ons ymeHbvweHuss Mmaccel 0Onyxoau Ha nepuod 06cnedosanus 00 NOJYyUeHUsl pe3ynbmarnos
yumozeHemuueckoz0 UCCNeJ08AHUSL  UAU  MONEKYJISIPHO-2eHemu4eckoz0  Uccnedoganuss u 0714
n000epHaHusl 2emamoJsiozuueckozo omeemd;

2) kozda nposederue Opy20li mepanuu He803MOMCHO: Pe3UCMEHIMHOCMb U/ulu HenepeHocumocms UTK.

Haubonee uacmo ucnons3ylomcs ciedyioujue npenapamot: 2uopoxkcuxkapoamud** ¢ dosze 10-40 mez/ke/
cym 6 3asucumocmu om nokazameseil axanusa kposu (mabn. 9), 6-mepkanmonypuu™
#yumapabun**. JIna npoGunakmuku 0c10#HEHUTl, CBA3AHHbIX ¢ CUHOPOMOM JIUBUCA ONYXOJIU 8 Nepuod
yumopedykyuu, 00s3amenvHuIM s671semcs 86edeHue adeksamnozo obsema xcudkocmu (00 2-2,5 1/m?
nosepxHOCMuU mena npu omcymcmeauu cepdeuHoti HedocmamouHocmu), aiionypuHona™* e doze 300—
600 mz/cym. B ciyuae npusHaxos Jelikocmasa (HapyuleHus MUKPOYUPKYAAyuU: 3Hyeganonamusl,
CHUMeHUe 3PeHUsl, No4euHast HedoOCMAaMmo4HOCmMy) ¢ CUMNMoMamuueckoli yenvio NOKAa3aH Jietikagepes.
Hayuenmam 6 @A u BK moxem nposodumscsi NOJUXUMUOMepPAnus no cXemam JeueHus OCMmpbixX
J1etik0308 6 3asucumocmu om peHomuna 61acmos, ¢ exnroueHuem UTK [62-66].

Tao6nuia 9. [lo3a rugpokcuKapbammuma™* B 3aBUCUMOCTY OT YPOBHSI JIEIKOIMTOB



Konuuecrso neikouuToB B KPOBU Ao3a rmppokcukap6amuaa

>100 x 10%/n 50 Mr/kr exeaHeBHO (403MpOBKa BHE 3aperucTpupoBaHHbIX
rnokasaHui)

40-100 x 10%/n 40 Mr/Kr eXxefHEeBHO

20-40 x 10%/n 30 Mr/Kr eXefHeBHO

10-20 x10%/n 20 Mr/Kr exeaHeBHO

10-5 x 10%/n 10 Mr/Kkr exeaHeBHO

<3 x 10%n *BpeMeHHO OTMeHseTCs

e

“TlpreM THUAPOKCHMKapObaMmuma™* mo/skeH ObITh PErylIsipHbIM, TaK KakK Py OTMeHe Iperapara
YPOBEHb JIEAKOLMTOB BHOBb OBICTPO YBeIMUMBaeTCsl. KOHTPOJIh KOMMYECTBa JIEMKOIUTOB U IPYTUX
roKasarejieii remMorpamMMbl (TeMOIIOOMH + TPOMOGOIMTBI + (opmMy/na KpOBU) HEOOXOAMMO

OCYHIECTBJIATD €KeHeoe/IbHO.

e PekomeHAayeTcss Tepamnus Iipernapatamu uHTepdepona ambdpa** 2a win 2b (UD-0) B
JO3MPOBKAax B COOTBETCTBMM C MHCTPYKLMEN IT0 MEAULIMHCKOMY IIPMMEHEHMIO 1eKapCTBEHHOTO
nperiapara IamyeHTaM: B T[epuoj 0OepeMeHHOCTH, TpU BbIsiBJieHMM wmyTtauuu T3151
U HeBO3MOXHOCTM BbinonHeHUs: anoTICK, nmpu HemepeHocuMocTu Bcex mocTyrnHbix WTK.
[10,11,67].

VpoBeHs yoenuTenbHOCTH pekoMeHzanuii — C (YpoBeHb JOCTOBEPHOCTH HOKAa3aTeIbCTB —
4).

Kommenmapuu: mepanus npenapamamu H®-o™** npogodumcs 8 ocobuix cryuasx, kozda mepanus
UTK He nokazaua. IIpumenenue H®D-a** 603MOMHO 6 nepuod bGepeMeHHOCMU, NPU B8bls6JIeHUU
mymayuu T3151 u HegosmoxuHocmu evinonHeHuss anno-TICK. Haubonvwas 3gpgdekmusHocmes
npenapamos UD-a** ommeuaemcs npu HasHaueHuu 8 X® XMJI, npu @A u BK apgekmusHocms
mepanuu U®D-o** He JoKkazaHa.

3.2. UHoe J1eyeHue

3.2.1. Iloka3zanus K autoreHHoi TTCK nipu XMJI

e Pexomenpyercs: auioreHHass TI'CK npu Heynaue tepanuu 2-x inHuii UTK mnm npu Hanmnuuum
myTatyu T3151 pyst neuennst XMJT [53,54,68-72].

VYpoBeHb yOeAUTETbHOCTH peKoMeHzauuii — C (YypoBeHb JOCTOBEPHOCTM AOKa3aTEeIbCTB —
4).

Kommenmapuu: makxmuka éedeHusi NayueHmos 8 ciyuasx pe3ucmeHmuocmu uiu HenepeHocumocmu
mepanuu UTK 1-3 naunuli domxcHa Ovimb 00CcyH#oeHa uHOUBUAYaAnNbHO C yuemom (pakmopos pucka
npozpeccuposarusi XMJI, neperocumocmu UTK u ¢pakmopos pucka annoTI'CK.

B X® XMJI do mepanuu UTK o6cyxcderue HLA-munuposauus yenecoobpasHo y nayueHmos u3 epynnol
npedynpexcdeHusi ¢ 8vLcokoti epynnoii pucka npozpeccuu XMJI (8visieneHue KauHuuecku sHavumolx JXA
8 Ph-nonoxumensHolx K1emKax) npu ycaoeuu HU3K020 pucka mpaHchniaHmayuoHHbslX 0CTOHCHEeHUL U
Hanuuuu poocmeeHHozo doHopa (mabn.9). Ilokazanuem K npogedeHur0 ail02eHHOl MpaHcnaiaHmayuu
KOCIMH020 M032a UIU 2eMONOIMUUECKUX CIMB0JI08bIX KJIemoK nepugepuueckoii kposu (annoTI'CK) y
nayuenmos 8 X® XMJI saensemcsa Heyoaua mepanuu UTK 8mopozo nokoJieHus, 8vls87eHuUe Mymayuu
T3151[52,53). B ciyuae Hanuuust HLA cosmecmumozo cubnuHea, y mMosiodsix (8 eospacme 0o 40 nem)
nayuermos ¢ XMJI X® u Hu3KUM MPAHCNIAAHMAYUOHHBIM PUCKOM Ueaecoo0pa3Ha KOHCYIbmayus
nayueHmos 8 cneyuanu3upo8aHHslx UyeHmpax, ewinoausowux annoTICK, 0ns 3axknwueHus o
803moxcHocmu annoTICK.

Iayuenmam 6 BK XMJI pexkomendosaHo npogedeHue amnoTICK om podcmeeHH020 Ju60
HepodcmeeHH020 00HOpa cpasy nocne docmuxceHus smopoti X@ na ¢pore UTK u/unu couemarus UTK ¢
xumuomepanueti [73,74].

@akmopel pucka npu annoTKM ob6wecmea EBMT [75,76]:
e xpoHuueckas ¢asa — 0 6a08,

¢aza akcenepayuu — 1 6ann,



6acmHulli kpu3 — 2 6ania

e gospacm meHee 20 1em — 0 6an08,

20-40 nem — 1 6ann,

6osee 40 nem — 2 6anna

e gpems 0m nocmaxosku duaznoda 0o annoTKM menee 1 200a — 0 6annos,
6osee 1 200a - 1 6ann

e HLA-udenmuumblii cubnunz — 0 6asnnos,

dpyaue doHoposl — 1 6ann

* napa «0OHOP-HEHWUHA — peyUnUeHm-mymcuuHa» — 1 6aun,

0na dpyeux couemanuti «doHop—peyunueHm» — 0 6ain08.

3.2.2. ConipoBOAUTENbHAA TE€panus

[Ipy BO3HMKHOBEHMM OCTPOTO MM XPOHUYECKOTO OOJEBOTO CUHAPOMA IMAIMEHTY MTPOBOIUTCS
06e360/IMBalOIIAs TepaIusl COMIACHO CYIECTBYIONIMM IIPOTOKO/IaM 00e36omvBanus [77,78], B Tom
yuciae I110 MnokKa3aHuAM — C IIpMMEHEHMEM HapKOTUYECKMX U IICUMXOTPOITHBIX JIeKapCTBEHHbBIX
MperaparoB, C y4eTOM BO3MOXXHBIX IPOTUBOIIOKa3aHMI, CBSI3AaHHBIX C IUTOIEHMEN, MHbIMU
KIMHUYECKUMU CUTYALUIMU.

ITpu pas3sBUTUM LIUTOIEHUUECKUX WM TPOMOOTeMOpparmueckKux CMHIPOMOB B XO[e IPOBEIEHUN
tepanuu  WTK wau OpyrMMy  MIPOTMBOOITYXOJIEBBIMM IperapaTamy MOXKET BO3HUKHYThb
HeOOXOAMMOCTb B 3aMEeCTUTEIbHbIX TeMOTPAHCPY3MSIX KOMITOHEHTOB KPOBM.

CJ'Ie,ELVET Y4yeCTb, UTO Yy IMallM€HTa MOIYT OBITH HeCTaHOapTHbI€ ITPOSBJIEHUS 60)'[83HI/I, a TaKXKe
coueTaHue KOHKDETHOIZ 6071e3HM C APYI'MMI IIaTOJIOTUAMM, UTO MOXKET AOMKTOBATDH JieuallemMy
Bpauy U3SMEHEHWS B aJITOpUTME BbIGOpa OINTMMAJIbHOM TaKTUKM OUATHOCTUKU U JIEUeHUSI.



4. PeaOunuranus

¢ PekomeHAyeTcs1 BceM maryeHTam ¢ XMJI mcuxonormyeckast M COIMaabHas peadbmmTanust C
L1eJIbI0 BOCCTAHOBJIEHMS IICUXOIOTMYECKOI'0 COCTOSIHMS M cOLManbHOM agantauum [10].

VpoBeHb y6equTeIbHOCTU pekoMeHaaumii — C (ypOBeHb JOCTOBEPHOCTM JA0Ka3aTeabCTB —
5).

Kommenmapuu: Paboma no pea6uﬂumauuu dosrcHa I’lpOGOalebCH HA HECKOJIbKUX YPOBHAX:

1. MHdusudyanvHas — paboma epauda-zemamosoza C NAyueHmMamu ¢ passsicHeHuem 0coOeHHocmel
meueHus 3a00ne8aHuUsl, NePCNEKMUE NOJIHO20 80CCMAHOBJIEHUSI 8 NOBCEOHEBHOLI HU3HU, COXPAHEHUS
NpooONKUMENBHOCIU — MCU3HU  CPABHUMO20 C  NOnyasyueti, B803MOMCHOCINU  COXPAHEHUS
penpodykmugHotl pyHKYuU; npu Heo6Xo0UMOCMuU KOHCYbMAmugHas NOMows ncuxomepaneema u/
wiu  epaua-ncuxuampa, — HasHaueHue — Heob6xo0umoll  JiekapcmeeHHOlU — mepanuu U
HemeOuKamMeHMOo3Hblx Memodos 803deticmausi.

2. CemeliHas — npedocmasJjieHue ¢ paspeuileHust NayueHmos ¢ pooCmeeHHUKamu u OAU3KUM JH00SIM
UHGopmayuu o0 COCMosHUU 300pP08bs, PA3BACHEHUE HEeOOX00UMOCMU MOPAIbHOLU NnoddepxcKu
nayueHmos ¢ Uenbl0 NO0BbIUIEHUS NPUBEPHEHHOCMU JIeUeHUI0 U YCKOPEHUsl 80CCMAHO0B8eHUs
300p0o8bs;

3. Ipynnosas/nonyaauyuoHHas — o6paszosaue u ooyueHue nayueHmos 8 pamxax «Ilkon 6oneHsix XMJT»
¢ npedocmasjieHuem Hogeliweli UHGOpMAYUU O MexaHusmax passumus, O00CIMUMCEHUSIX 8
duazrocmuxe u jeueHuu XMJI, Memooax KoppeKuuu HexcesamenvHulx s87eHUll mepanuu, o0MeH
ONnvIMoM U 63aAUMONOMOWbL MeXdy nayueHmamu no npopeccuoHanbHoli U  CoUUanbHoL
peabunumayuu, 06ujeHur ¢ opzaHamu 30pagooxXpaHeHust U COYUAIbHOU 3aujumel.

4. HecomHeHHbIM docmuceHuem 8 dejie NCUX0N02utecKoll U coyuansHoll peabunumayuu nayueHmos ¢
XMJT 6 PO sie1s5emcs wiupokoe compyoHuuecmeo Mexcdy 8pauamu-2emamonozamu u 06ujecmeeHHoll
opearusayueti nayueHmos XMJI. Pesynemamom 0aHH020 compyoHUUecmea s187151emcs. op2aHu3ayust
u pezynapHoe nposederue «lllkon 6GonvHsix XMJI» npakmuuecku 60 6CeX pezuoHax CmpaHsl C
npusneueHuem 8edyuwjux cCneyuaiucmos-2emamaosiozos.

e PeKOMeHJyeTCsl CAHATOPHO-KYyPOPTHOE JieyeHle B CAaHATOPUSIX 0611ero mpod s maluyueHTaMm ¢
OINTMMaJbHBIM YPOBHEM OTBeTa Ha Tepanmio XMJI [10].

VpoBeHs yoenuTenbHOCTU pekoMeHzanuii — C (ypoBeHb JOCTOBEPHOCTU [OKA3aTENIbCTB —
5).

Kommenmapuu: TpaduyuoHHsle npedcmasneHus 0 HAAUYUU NPOMUBONOKA3AHULI K J1H060MY Uy
(usuomepanesmuyeckozo U CcaHamopHO-KypoOpmHozo JjeveHus nayueHmos ¢ XMJI e anoxy 0o
eHedpeHus UTK 8 nacmosiwee 8pems nodsepzaromcst hepecmompy. ObuienpuHamolx pekomeHoayuii 6
Hacmosiujee 8pemsl He cyujecmeyem, 00HAKO, Npu HAJUYUU y NAyueHmos 21y60Kux yposHeii omeema
(ITIIO, BMO) cnedyem Odonycmume JieueHue mMaxkux nAayueHmos 8 MeCMHbIX CAHAMOPUSIX C
ucnonv3oeaHuem usuomepanesmuyeckux memodos JIOKanbHO20 8o030elicmeus. Bo3mMoxcHsIMU
npogoyupyrwuMu pakmopamu yxyouleHus meueHus: 3a6onesaus mozym 6uime yavmpaguoniemosoe
obnyueHue  (uHconsyus), Memodsl  INIEKMPOMAZHUMHO20  8030elicmeus.  JonoHumenbHsIMU
NPOMUB0ONOKA3AHUAMU MO2YM 5187I1MbCs. NPOSBAEHUS NOOOUHBLX 3 Pekmos mepanuu UTK.



5. IIpodunakruka

B cBsI3M C HEBO3MOXHOCTBIO B HACTOSIIIEe BpeMSI BBIIEIUTH ITUONOTMYECKME (DAKTOPBI
3ab0eBaHMs pa3paboTKa KOHKPETHBIX PEKOMEHAAIMIl I10 TMepPBUYHOI MpoduaakTuke XMJI
B HACTOsIlee BpeMsi HEBO3MOXKHA.

I[Tocne BbIsiBNIeHMSI 3a00/1eBaHMsT Haubosee BaskKHbIMU (DakTOpaMy COXpaHeHMsI SKU3HU U 30POBbS
MMAIieHTOB SIBSIIOTCS KaK MOXHO Oojee ObicTpoe Havanmo Tepanuu WTK u  crporas
MIPYUBEP)KEeHHOCTh MallyieHTa K BBIIIOJTHEHUIO PeKOMEHaLuii 110 JIeUeHUIO M MOHUTOPUHTY OTBeTa
Ha Teparnuio [10,11].

CoBpeMeHHOe MeIMKaMeHTO3HOe JieueHye NauueHToB ¢ XMJI aBisieTcss BbICOKO3(DGEKTUBHBIM Y
MOJABJSIIONIETO  GONBIIMHCTBA TAIMEHTOB. VIMelomuecss pPEeKOMEHJAUMM TI0 KOHTPOJIIO
HeskeJIaTelbHbIX siBIeHni UTK 11 BO3MOKHOCTD aJIbTepHaTUBHOTO BbIGOPA ITpeIapaToB MO3BOJISIET
MPaKTUYECKN TIOMIHOCTbI0O COXPAHUTh (U3NUYEeCKoe COCTOSIHME W IIOBCeTHEBHBINI ypPOBEHb
aKTMBHOCTH.

¢ PekomeHpayercsi BceM manyeHtam ¢ XMJI mpodunaktuka ¢GHOHOBBIX ITPEIOMTYXOIeBBIX
3a60/IeBaHMIt M COCTOSIHMIA, IIPUMBEPKEHHOCTh 30OPOBOMY 06pasy >KU3HM, MCKIIOUEHMe
XPOHUYECKUX WMHTOKCUKAIIMI, OrpaHMYeHMe KOHTAKTa C BpegHbIMM IPOU3BOACTBEHHBIMU
(hakTopamu, yaactue B MmeponpusTUsIX aucraHcepusanyu [10,11].

YpoBeHb Yﬁe,IlMTeJIbHOCTM pEKOMeHIlaIJ,Mf/'I -C (YpOBeHI) AOCTOBEPHOCTHU AOKa3aTeJbCTB —
5).

¢ PekomeHayeTcsi BceM IamyeHTaM ¢ XMJI [OucraHcepHOoe HAOIIOOeHMe [JIST  OLEHKU
9(PEeKTUBHOCTM Tepamuy, KOHTPOJS ITOOOUYHBIX MEiCTBMITI M JI€KAPCTBEHHOI TOKCUYHOCTU
[10,11].

VpoBeHs yoenuTenbHOCTU pekoMeHzauuii — C (YypoBeHb JOCTOBEPHOCTH [IOKA3aTENIbCTB —
5).

Kommenmapuu: [JucnavcepHoe HabnwodeHue nposooumcs 8paiom-zeMamonozom, a npu ezo
omecymcmeuu  8pauoM-0HKOI020M UIU mepanesmom. [uHamuueckoe HabnwodeHue Heo0X00uMo
nposodums He pexce 1 pasa 6 mpumecmp Ha NPOMSHEHUU NeP802o 200a mepanuu u He pexce 1 pasa 8
nosyzodue 8 nocnedyoujem nepuode mepanuu.

Opranmusanyss oKkasaHUs MeIAUIIMHCKONM ITOMOIIN

MenuuyHCKasi TOMOIIb, 3a MCKIIOYEHMEM MEeOMUIIMHCKON IOMOUIM B paMKaxX KIMHUYECKON
ampobanuy, B COOTBETCTBMM C demepaqbHbIM 3akoHOM oT 21.11.2011 N 323-®3 (pem. ot
25.05.2019) «O6 ocHOBax OXpaHbI 3MOPOBBSI rpakmad B Poccuiickoit @emepalinm» OpraHusyeTcs u
OKa3bIBAeTCs:

1. B COOTBETCTBUM C TIOJIOKEHMEM 00 OpraHM3aluyM OKasaHUsS MeAUIIMHCKOM ITOMOIIM 10 BUAaM
MeIVIIMHCKOM ITOMOIIM, KOTOPOe YTBEPXKIAeTCsl YIIOJIHOMOUYEHHBIM (henepaabHbIM OpPraHOM
MCIIOTHUTEIbHOI BJIACTH;

2. B COOTBETCTBUM C MOPSIKOM OKa3aHMs TIOMOIIM IO MPOMIIII0 «reMaToIoTHsI», 00sI3aTeIbHbIM
IS VCIIOJHEHMST Ha TeppuTopuyu Poccuiickoit ®epepaunuy BCeMM  MEIUIIMHCKUMU
OpTraHM3alNsIMMu;

3. Ha OCHOBE HACTOSIIIMX KIMHUUECKUX PEKOMEHIALINIA;

4.Cc yYeTOM CTaHJAPTOB MEOUIUMHCKOV IIOMOIIM, YTBEPKIEHHBIX  YIIOTHOMOYEHHBIM
(bemepanbHBIM OPraHOM UCIIOHUTENbHON BIACTHU.

ITpu BbIsIBNIEHUM Y 6osbHOTO XMJT MM TIOO3pEHUN HAa HETO Bpauyy-TepareBThl, Bpaul-TepareBThl
YYacTKOBble, BpauM OOIIell TpaKkTUKM (CeMeiiHble BpauM), BPAUU-CIIEIUAINUCTBI, CPeIHIE
MeIUIVTHCKME PAOOTHUKY B YCTAHOBJIEHHOM IOPSIIKE HAIIPABJISIOT OOJILHOTO HA KOHCY/IBTALIVIO B
LIEHTp aMOy/lIaTOpPHO! TeMaTOoJIOTMUeCKOi/OHKOJIOTMYECKO MMOMOIIM JM60 B TEePBUYUHBIN
reMaToJOTMYeckuii  KabuWHeT, TepBMYHOE TeMaTOJIOTMUYeCcKoe OTHelieHre  MeOUIIMHCKO
opraHM3auuM IS OKa3aHus eMy [EepBUYHONM CIeUaJIUM3UPOBAHHON MeIVKO-CaHUTapHOM
TTOMOLIN.



Bpaq—remaTonor aM6YHaTOpHOI‘O i CTaolMOHapHOIro 3B€Ha reMaToJIOTMYECKOl ITOMOIIU
OpraHmM3yeT BbLIINIOJIHEHNME OMarHOCTUYECKUX I/ICCJ'IE,I[OBHHI/II;'I, HEO6X0,£[]/IMBIX OJisi YCTaHOBJICHUSA
JAVardo3a, BK/Iro4asi paCrmipoCTpaHEeHHOCTb M CTaaANIO 3aboj1eBaHMs.

B cIydyae HEBO3MOXHOCTHU ITPOBEeAEeHMS OMArHOCTUUYECKUX UCCIemOBaHMI MalieHT HaIIpaBJIsIeTCA
Jedyammym BpadyOM B MEOMIMHCKYIO OPraHM3alnio, OKA3bIBAIOINIYI0O MEIMIMHCKYIO IIOMOIIb
GOJIBHBIM C TeMaTOJOTMUYECKMMM 3a00IeBaHUSIMU A0 YCTAHOBJIEHMA OMAarHo3a M OKa3aHUA
CHELU/IaJ'[I/BI/IpOBaHHOI‘/JI, B TOM umucie B])ICOKOTEXHOJ'[OI‘I/I‘IHOI?[, MeOUILIMHCKOM TOMOILN.

[Tpn BeIsiBNeHMN XMJI mam ogo3peHnn Ha Hero B XOZe OKa3aHMsl CKOPOVl MeAMIIMHCKOV ITOMOIIN
O0JTbHOTO TEPEeBOASIT WJ/IM HAIpaBJISIOT B MEOUIIMHCKME OpraHM3alluy, OKa3bIBalollye
MeIVIIVHCKYI0 TTOMOINb OOJbHBIM C TeMaTOJOTMUECKMMM 3a00jeBaHMUSIMM, IJIST OIpeme/eHus
TaKTUKM BeIEeHUS U HeoOXOOMMOCTM IIpMMEHEHMs] [OIMOJTHUTEIbHO OPYIUX METOIOB
CcrenMaaM3upoBaHHOTO TIPOTUBOOITYX0JIEBOTO JIeYeHNSI.

Crienanu3upoBaHHasl, B TOM UMC/Ie BICOKOTEXHOMOTUYHAS, MeOUIIMHCKAS TOMOIIb OKa3bIBAETCSI
BpayaMM-TeMaToJI0raMM B MeJUIIMHCKUX OPTaHM3aLMSIX, OKA3bIBAIOUINX MEIUIINHCKYIO TTOMOIIb
6ompHBIM  XMJI, WMeMNUX JUIEH3MI0, HEeOOXOAMMYI MaTepuaJbHO-TeXHUUECKyI 06asy,
CcepTUGUIMPOBAHHBIX CIEIMAINCTOB, B CTAIIMOHAPHBIX YCIOBUSIX U YCIOBUSIX [THEBHOTO
CTalMoOHapa ¥ BKIOYAeT B Ce6sl MPOPWIAKTUKY, MUArHOCTUKY, JIeYeHUEe TeMaTOJOTUYeCcKuX
3aboyeBaHMit, TPEOYIOMIUX MCIIOIb30BAHUST CIEIMATbHBIX METONOB UM CIOXHBIX YHUKATbHBIX
MeIUIIVTHCKUX TEXHOJIOTUIA, 8 TAKKe MEIUIIMHCKYI0 PeabuInTalnio.

B MemuIMHCKOI OpraHM3aIiy, OKa3bIBAKONIEl MEeIUIIMHCKYI0 TOMOIIb 60bHBEIM XMJI, TaKTHKA
MEeIVIIMHCKOTO  00CiemoBaHMSI M JIEYEHMSI  YCTAHABAMBAETCS  BpayaMM-reMaTooTaMu
C MIpUBJEYEHMEM IIPM HEOOXOAMMOCTM OPYTUMX Bpaueii-CIenyuaaucToB, MPU HEOOXOOUMOCTU —
C TIIpoBeIeHMeM KOHCWIMYMa. PellleHre KOHCMIMYMa Bpaueii 0o(OpMIISIETCS IIPOTOKOJIOM,
MOJMMCHIBAETCS YUaCTHUKAMM KOHCWJIMYMa Bpaudeil M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTalMI0
60JIbHOTO.

[TokazaHus K TOCIMTaAM3aLMM B prrJ'IOCyTO"IHbI]‘/JI WU ITHEeBHOM CTalMoOHap MeaUIIMHCKOM
OopraHnmsanmnu, OKa3bIBaIOILEi CIIeMaJin3nMpoBaHHYO, B TOM 4lMC/JI€ BbICOKOTEXHOJ/IOTMYHYIO,
MeOUIIMHCKYIO IIOMOIIb IIO HpOCl)I/IJII'O «TeMaTOoJIOrusA» OIpeaeTarTCsa BpaqOM—FEMaTOHOI‘OM/
KOHCUJIMYMOM Bpaqeﬁ C IIpMUBJICUEHMEM IIpU HeO6XO,ELI/IMOCTI/I APYTUX Bpaqeﬁ—cneuuanMCTOB.

IToka3zauus /1 IVIaHOBOV TOCIIMUTAIM3aIIVN

1) npoBeieHe TIAaHOBBIX TpaHCOY3Mii KOMIIOHEHTOB KPOBM TIPY aHEMMM, TPOMOOLUTOIIEHUN 3
CTemneHu;

2) Koppekumsi TMOO0YHBIX 3dderToB Tepanuyu XMJI, BKIHOYas Tepanuio MHTUOUTOPAMU
TUPO3VHKMHA3, IUTOCTATUYECKMMMU IIperapaTamu;

3) HEOGXO,Z[I/[MOCTB IIpOBEOCHNA OGCJ’IEEOBHHIAH B YUIOBMAX CTallMOHapa C ILeJIbIo BbI60pa
ONTUMAaJIbHOM TAKTUKI BeIeHMSs IIaneHTa,

4) poBeieHVe TUTAHOBOI Tepanyuy MHTMOUTOPaMY TUPO3MHKMHAS, IIUTO-CTATUYECKO Tepanuu y
MMaIeHTOB C KOMILUIEKCHOW COMYTCTBYIOIIEN IAaTOOTMEN, Tpebylomeii HaOMogeHnsI B YCIOBUSIX
cTalyoHapa.

TlokaszaHus OJ1s1 SKCTPEHHOM TOCIIUTAIN3aAIMN:

1) mpoBefeHMe CPOYHBIX TpaHChY3Uil KOMIIOHEHTOB KpPOBM TP TPOMOOLIMTOIIEHUMN,
COIPOBOK/IAIOIIEICS TEMOPPArMuYeCKUM CUHIPOMOM, aHEMUU 4 CTeTIeH!;

2) OCTPO BO3HMKIIIVE COCTOSTHUSI, BKIIOUAsT MHGEKIVMOHHbIE OCIOKHEeHMS M TOKCMIHOCTD Tepaniun
3-4 cTemeHM IIOCIe TPOBENEHHBIX KYpPCOB Tepanmy LIUTOCTATUYECKMMM IIperapaTaMy WU
MHTMOUTOPAaMM TUPO3UHKIMHA3S;

3) KOppeKUMs KU3HEYTPOKAIOIINX COCTOSTHUIA.
IlokaszaHu K BBINMCKe MallieHTa U3 cTalMoHapa:
1) KynmpoBaHMe OCTPbIX, SKU3HEYTPOXKAIOUIMX Y MHBIX COCTOSIHUIA, TIPUBEILINX K TOCITUTAIN3ALINN;

2) BO3MOXHOCTb ITPOZOJKEH S JIeUeHsT B aMOY/IaTOPHbBIX YCIIOBUSIX;



3) oTKa3 GOJILHOTO MJIM €ro 3aKOHHOTO IPENCTAaBUTENSI OT CIIeMaaM3MpPOBAHHONM, B TOM 4uciIe
BBICOKOTEXHOJIOTMYHOM, MEIUIIMHCKON ITOMOIIM B YCIOBMSIX KPYIJIOCYTOYHOIO WJIM ITHEBHOTO
CTal[MOHApa, YCTAHOBJIEHHOV KOHCMJIMYMOM MEOUIIMHCKO OpTaHM3aluy, OKa3bIBAIOIIE
MEeIMUIIVTHCKYIO0 TIOMOIIb [0 MPOQWII0 «TeMaTOJOTUSI» TMPU YCIOBUU OTCYTCTBUSI OCIOKHEHMIA
OCHOBHOTO 3a60/ieBaHUSI W/WIM JIeUeHUs, TPeOYIUMX MeIMKaMEHTO3HOW KOpPeKUWUU W/UIu
MeIMUIVHCKMX BMEIaTeIbCTB B CTAlIIOHAPHDIX YCIIOBUSX;

4) B cIy4asix HeCOOMIOmeHMS IMalVeHTOM IpeaIMCcaHuii MIM MPaBUI BHYTPEHHEro pacIopsiaka
J1Ie4eOHO-TIPOGMIAKTUUECKOTO YUPEKIAEHMs, €CIM 9TO He YIPOXKaeT KM3HU IMalieHTa 1 3[0POBbI0
OKPYXKaIOIINX;

5) HeoOXOOMMOCTh TIepeBOJa OOMBHOTO B JPYTYI0 MEOUIMHCKYI0 OpPraHu3aluio 0
COOTBETCTBYIOIIEMY ITPOMUITI0 OKa3aHNST MEAUIIMHCKON TTOMOIIIN.

3akyoueHre O 11eJ1eco00pasHOCTY  IepeBoja GONMbHOrO B MPOGMIBHYID MEAMIIMHCKYIO
OpraHM3alMI0 OCYIIECTBISIeTCSI TI0C/Ie TPeNBapUTeTbHO KOHCYJIbTAlMM TI0 TIPeNOCTaBIeHHBIM
MeIMIVHCKAM JOKyMEeHTaM /WM TIPeJBapPUTETbHOTO OCMOTpa OONBHOTO BpayaMu-
CrienManaucTaMy MeJUIMHCKOM OpraHn3aln, B KOTOPYIO TNIAHUPYETCS TIePeBO/I.



6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

TakTnka BegeHus nauyeHTa Ipy pasBUTUN HeKeJlaTelbHbIX siBaeHui Tepanuu UTK

AnTuneiikemuueckuii 3dexT ABisgeTcss 6e3yCIOBHBIM IpyopuTeToM Teparnuyu XMJL. OmHako 1jist
COXpaHeHMsSI TPUHIMIIA MaKCMMaJIbHOTO ¥ TIOCTOSTHHOTO BO3MAEMCTBUSI Ha OITyXOJEBbI KIOH
B@)XHO CBECTM K MUHMMYMY HeXejaTeabHble 3(DGEKThI Tepanny, YIUTHIBAsST HEOOXOOMMOCTh
JIIUTeNbHOrO NpMema npemnapatos [10,11].

BonbuinHcTBO HekenatenbHbIX 3ddekToB Tepanuyu UTK gBASIOTCS XOPOIIO KOHTPOAUPYEMbIMHA,
HM3KOJ CTereHM TOKCMYHOCTU. OTHaNeHHble Pe3y/lbTaThl MPUMEHeHUsT UMaTUHK6a** B TeyeHue
Gomee 15 yileT He BBISIBUIM IOTIOTHUTENbHBIX VI SKU3HEYTPOKAIOIIMX SIBJIEHMIA TOKCUYHOCTM.
IMpumenenne UTK2 uMeeT MeHbLIMII CPOK HaGMIOOeHMs, JaHHbIE O HOBBIX HEXeIaTeIbHbIX

SIBJICHMAX ITPOAO/DKAIOT HAKAIIJIMBATHCS MB HACTOSIIIEee BpeMsI.

TorcuuHOCTD Tepanuy Ha hoHe npuMeHeHust UTK MokKHO pa3mennTh Ha reMaTOMOTMUECKYIo U He
reMaTojornueckyio. CrTemeHb BbIPAKEHHOCTM HEXeNaTeNbHbIX SBJIEHMII OlLIeHMBAIOT B
cootBeTcTBUM ¢ Kputepusimu TokcuuHoctu CTCAE ver 5.0 [79]. HekoTopbie BUABI TOKCMUYHOCTU
NTK nipencrasiaeHsl B mpuaoskeHnn I'1.

T'emaTosiornueckasi TOKCMYHOCTb

K remaTonormyeckoil TOKCMYHOCTY OTHOCUTCSI CHIDKeHMEe YPOBHA I'EMOI‘TIOGI/IHH, Heﬁ[TpOl’[eHIAﬂ n
TpOM60]_U/ITOH€HI/IH.

Anemust 1106071 crerieHn Bo Bcex ¢dasax XMJI He sBjsieTcS MOKasaHMeM K IIPepPbIBAaHMUIO TepaIm
WTK. Toka3aHO [OOIOJHMUTEIbHOE 06C/IeqoBaHMe MalyeHTa IS MCKIIOUeHMUS APYIUX MPUUMH
aHeMMM, C YYeTOM KJIMHMUUYECKONl cuTyauuu. IIpM KIMHMYECKM 3HAUMMBIX IIPOSIBIE€HMSIX
aHeMMYeCcKOTo CMHJpPOMA I[TOKa3aHbl 3aMeCTUTeIbHbIe TPAHCPY3UM SPUTPOLUTAPHON MAaCChI
(B3Becu). Llemecoo6pa3HOCTh Ha3HAUEHMSI TIPEINAapaToOB IPUTPOIIOITUHA SIBISIETCST CIIOPHOIL. [Tpu
HeliTporieHun M TpombouuTornenuu 1-2 cremeHu B mw0b6oii dhasze XMJI cHukeHust mo3sl UTK
U TIepephIBOB B JieueHuM He Tpebyercs. B X® XMJI nipu 3-4 cTeneHM HEWTPONEHUM /WU
TPOMOOIUTONIEHUM TIOKa3aHa BpeMeHHasi oTMeHa WTK ¢ KOHTpoJsieM KJIMHWYECKOro aHaam3a
KpOBM OAVH pa3 B Hegemo [10,11].

Tloc/e BOCCTAaHOBIEHMSI aGCOMOTHOTO Uncia Heiirpodunos (AUH) mo yposHs Gomee 1,0 x 10%/,
Tpom6o1mTOB Goree 50 x 10%/1 Bo306HOBUTH Teparmio UTK) [10,11].

® eQIu TepephiB B JIEYEHMM COCTABUT MeHee 2 HeJlellb, JieueHre BO30OHOBIISIETCSI B IIPeXHel fo3e,
IIpU TiepepbiBe O6osiee 2 Helenb — B CHISKEHHOI Ha OOMH YPOBEHb Ho3e (CM. Tabm. 4 n Tabm. 5 —
no3e1 UTK);

e eutn no3a UTK paHee OblIa CHMIKEHA, MPU CTAOMIBHBIX [MOKA3aTeNsIX reMorpamMMbl uepes 1
MecsI1] 1ieJ1Iecoo6pa3Ho BO3BpallleHNe K CTaHAAPTHOI T03MPOBKE;

® MpU  JJIUTENbHBIX  HEWTPONEHUSX  BO3MOXKHO KpaTKOBpeMEeHHOe npUMeHeHne
IPaHy/JIONUTAPHOTO KOJIOHMEeCTUMYIupyoiiero dakropa (I-KC®): ¢puirpactum B go3e 5 MKT/Kr/
CYT TIOAKOKHO, TIpU OTCYTCTBUM 3ddekTa oT BBefeHus [-KCD HeobxoamMa peayKIusl JO3bl WK
cvena UTK, mpuHMMasi BO BHMMaHMe Pe3y/bTaThbl OLIEHKU JIEMIKO3HOTO KJIOHA — ypoBeHb BCR-
ABL;

® MpPU JIUTENbHBIX TIOBTOPHBIX LUTOMEHUSIX HeOoOXOIMMO IIpoBecTM 0OcCIemoBaHMe
(MuenorpaMma, TMCTOJIOTMYECKOe MCCIeOBaHMe KOCTHOTO MO3ra) C IIeJbI0 VICK/ITIOYeHUS
MIpOTrpeccUpoBaHms 3a00eBaHMsI, pa3BUTHUST G1OPO3a KOCTHOTO MO3Ta.

B ®A n BK XMJI gake 1Ipy HaJU4YMU HEATPOIIEHUYN ¥ TPOMOOLUTONEHUN 3—4 CTeleHeli C 1e/Ibio
UHOYKLUMM PEMUCCUM B TeueHMe TiepBbiX 4 Hepenb Tepanus UTK He momkHa mpepbiBaThes. [Ipu
TPOMOOLMTOTIEHU 3-4 CTeneHu, TeMOpparnyeckoM CUHAPOME IMOKa3aHbl TpaHchy3un
TPOMOOIMTapPHOTO KOHIeHTpaTa. Eciim Muenocyrpeccust coxpaHsieTcs rmocie 1 Mecsinia Teparnuu,
II0Ka3aHO BBIIIOJIHEHMEe CTePHAaJbHOM NYHKUMM C IIOACYETOM MMeIOrPaMMBbl [l MCKIIOYEHMS
nporpeccupoBaHus 3abomneanus [10,11].

Ilpy umce GIACTHBIX KJIETOK MeHee 5 % ¥ CHVDKEHMM KJIeTOYHOCTM KOCTHOTO MO3ra CiieqyeT
MIPOIOJDKUTH TIepePhIB B Tepaniu. KOHTpO/Ib KIMHMUECKOTO aHaaM3a KPOBY ITPOBOANUTD He peske 1



pasa B Hejienmo. Bo306HOBNTE Tepanuio rocie BoccTaHobaeHns AUH 1o yposas 6oree 0,5 x 10%/1
TpoM6ouuTOB Gonee 50 x 10%/1. IIpy HOBTOPHOM BO3HMKHOBEHMM Muenocynpeccun nosa UTK
IOJDKHA OBbITh CHIDKEHA. IIpu [JIUTENbHBIX W/WIM TIOBTOPHBIX SMMU30AAaX HENTPONEeHUM U
OTCYTCTBMM 6J1aCTO3a B IIepudepmnyeckoil KpOBM M KOCTHOM MO3re BO3MOXKHO npumeHenne [-KCD
(80];

[lpu Hamuum Gosee 5 % 6GIACTOB M TUITEPKIETOYHOM KOCTHOM MO3Te IO/DKEH OBbITh 0OCYKAEeH
Bompoc 006 M3MEHeHUM TaKTUKU Tepanuu. [Ipu mepexmodueHun c¢ omHoro WUTK Ha mpyroii
CyILLIECTBYeT BEPOSITHOCTb PAasBUTUS IEePEeKPECTHON reMaTOJIOrMueckoil TOKCMYHOCTM, TaK Kak
pa3BUTME TOPIUIHBIX IUTOTIEHNI Y MManyeHToB XMJI, mo-BUAMMOMY, B 6OJIbIIEH CTETIeHM CBSI3aHO
He CTOJBKO C OCOGEHHOCTSIMMU AEeNCTBUS KOHKpeTHOro MTK, CKONBKO CO CHUXKEHUEM Pe3epPBOB
HOPMAaJIbHOTO KPOBETBOPEHMS. DTO OCOGEHHO SIPKO IMPOSIBIISIETCS Y MAlYIEHTOB C IPOABUHYTHIMMU
dazamu XMJI, a Takke y MHAlMEHTOB C PE3UCTEHTHOCTbIO K 1-2 yuHum Tepamumu UTK. [Tpu
MOBTOPHBIX IUTONEHUSIX 3—4 CTemeHM, KOTOpble 3aTpyAHSIOT IpoBemeHue Tepanuu WTK B
HeMpepbIBHOM DekrMe U, COOTBETCTBEHHO, CITIOCOOCTBYIOT CHUKeHUIO 3P deKTUBHOCTHM JIeUeH NS,
ITOKa3aHo OOCYKIeHMe BOIpoca o BeimomHeHnr autoTTCK.

HeremaTrosiornueckasi TOKCMYHOCTb

[Tomymo remaTonoruyeckoil TOKcMUHOCTU Tepanus WTK MOXeT OCIOXKHITBCS U OPYTUMU
Mo6ouHbIMM 3G deKTaMu, CBSI3aHHBIMM JIMIIb C OTHOCUTEIbHOI celeKTuBHOCThI0 WTK wu
BO3MOXXHOCTbIO BJMSHUSI HA IIMPOKUIA CIEKTP TUPO3MHKUHA3, PETYIUPYIONUX pas3InuHbIe
MPOILIeCChl JKU3HEHEesTeNbHOCTM OpraHusma. Hambosmee uyacTbiMy IT060UYHBIMM 3ddpeKrTaMu
sneyenuss UTK gaBasoTCS TOIIHOTA, PBOTA, AMapes, 3a4epskKa >KUIOKOCTU C pa3BUTUEM OTEKOB,
KOXKHasl ChlTlb, 3y, CJIaGOCTh, HApYLIEeHMs CHA, 6011 B MBIIIIAX U cycTaBax. Oco6eHHOe 3HaUYeHNe
JaHHbIe TOOOYHbIE SIBJIEHMS MPUOOPETAaloT B CBSI3M C HEOOXOAMMOCTbIO IMOCTOSSHHOTO Mpuema
nperapatoB MTK. [laske HeGosblIas BbIPAKEHHOCTh IMOCTOSTHHO CYIIECTBYIOMIMX MOGOUYHBIX
3¢ HeKTOB MOKET MPUBOAUTH K CHVDKEHMIO MPUBEPKEHHOCTM K JIEUEHUI0 (KOMILIA@HTHOCTM) —
MPOIyCKaM IIpyeMa /MO0 CHIDKEHMIO HO03bI IIperiapara MaleHTaMiu, UTO BeOeT K CHIKEHMUIO
sddekTuBHOCTM Tepamuu. [Ipodumay HEreMaTOJOTMUYECKOi TOKCMYHOCTYM  MMAaTUMHMOa™*,
HWIOTMHMOA™*, masaTuHnb6a™* 1 603yTHMHMOA OTINYAIOTCS.

[Ipy BO3HMKHOBEHMM HET€MATOJIIOTMYECKOI TOKCUUHOCTY crienyeT auddepeHIpoBaTh MOGOUHbIe
addekTsl Tepanuy UTK OT BO3MOKHBIX KIMHNYECKNX ITPOSIBJIEHI COITYTCTBYIOMIX 3a00I€BaHMIA.
Llenecoobpa3HO [OTIOMHUTENbHOE 06C/IeoOBaHMe TIAlMEeHTa IJIs1 UCKIIIOUeHNST IPYTOil TTaTOIOTUN.
st MUHUMU3AUUK SIBJIEHNUI TOKCUYHOCTY TPebyeTcs aleKBaTHAsl CUMITTOMAaTUUYeCKast Teparms.

O6masi TakTMKa BeJEeHMs TMAlVEeHTOB MPU Pa3INYHBIX ITPOSIBIEHUSIX HEreMaToJOTuecKoii
TokcmyHOcTH Ha doHe UTK mpencrasineHa B Tabm. 10. CienyeT mMomuepKHYTh, UTO MEpPEPHIBHI B
JIeYeHUM ¥ CHIDKeHMe [03bl OOMYCTMMbI IPU [IJIUTENbHBIX W/MIM TOBTOPHBIX 3SMMU300aX
TOKCMUYHOCTM 2 CTENeHM U TNPU OLHOKPATHOM TOKCUYHOCTU 3-4 cTerneHu. HemepeHOCHMOCTb
tepanuun WUTK BO3MOXHO KOHCTAaTMpOBATh MPU AJUTETbHOM (OGomee 2-3 Mec.) COXpaHEHUU
SIBJIEHMI TOKCMYHOCTU 2 CTeIeHU IIPU YCIOBUM afeKBATHO CONPOBOAUTEIBHON Tepaluu, a TakKe
IIPY TIOBTOPHBIX SIBJIEHMSIX TOKCMYHOCTU 3—4 crereHu. HerepeHOCMMOCTb Tepanuy SIBISIETCS
ToKa3aHueM K IepeBoay Ha apyroit UTK, Tak kak mpodwib HereMaToJIorMuecKoi TOKCUUHOCTY Y
IperapaToB pasHbIi, U epekpecTHas HelepeHOoCUMOCTb MyHUManbHas [10,11].

Tao6auia 10. O611ast TakKTMKa Tepanui Py HereMaToI0TMUeCKOi TOKCuuHOCTY MTK

CTeneHb TOKCUYHOCTH TakTuka Tepanuu
CreneHb 1 MepepbiBOB B NEYEHUN U CHUXEHUA A03bl He TpebyeTcs
CreneHb 2:
= ANUTENbHOCTb <7,CLHel>’1 nepepblBOB B N€YEHUN N CHMXXEHUA A03bl HE Tpe6yeTc5|

. MpeanoYTUTENIbHO OTMEHUTL SIeYeHUe; NocNe paspeLleHns
— AUTENbHOCTL >7 AHel TOKCMYHOCTM MeHee 2 CTerneHy BO306HOBUTL NedeHune
VN MPU NOBTOPHbIX Mpw nepepbiBe MeHee 28 AHel BO306HOBUTL NleyeHne
BO3HUKHOBEHMNAX TOKCUYHOCTH B npexHen aose, 6onee 28 AHeNn — CHMXEHUE A03bl

Ha OAWH YpPOBEHb

Ecnu HeTt HapacTaHMAa TOKCUYHOCTU Ha d)OHe
CHWXXEHHOW J03bl B TeYeHne 1 Mecsiua,
uenecoobpaseH BO3BpaT K CTaHAApPTHOW Jo3e

CreneHb 3 nan 4 OTMEHWTb JNleYyeHue; Mocsie YMeHbLUEHUS TOKCUYHOCTM <2 CTerneHn BO306HOBUTL
NleYeHne B CHUXKEHHOM

Ha O/IMH YpOBeHb A03e

|-|pl/I ANNTENBHOCTU TOKCUYHOCTU 6onee 28 AHeH, MOBTOPHbIX 3MM304axX TOro e Buaa
TOKCMYHOCTU MoKasaH nepesoj

Ha Apyryto Tepanuto

CrenyeT OTMETUTD, UTO TMPEBBIIIEHME HEKOTOPBIX ITapaMeTPOB (TaKMX KaK YPOBEHb XOJIECTEPMHA)
dbopmanbHo ompepenseMmbix B mpepenax I-II cremenu mo kputepusim CTCAE, mpu Tepamnmu
HWIOTMHMO60M™** TpebyeT 0c060r0 BHMMAHMS 1 KOPPEKLIMY, C YUETOM ITOBBIIIEHHO BEPOSTHOCTHU



pPa3BUTUSI UIIEMMUYECKMX COCYIOMCTBIX COOBITMIT TIpM TIPUMEHEeHUM 3TOro mnpemapara [31,39].
[IneBpa/sibHbIE BBIMIOTHI MPU Tepamuy Ja3aTMHMOOM™* HecMOTpsi Ha ompemensiemyio o CTCAE

HU3KYI0 CTelleHb TOKCUYHOCTY, He BCerfa IO3BOJSIOT IMPOAO/DKUTL Tepanui B IOCTOSSHHOM
pexume M3-3a peuMAMBUpPYIOILEro xapakrepa [26,29]. Ouapes 1-2 crenenu no CTCAE npu
Teparmy 603yTMHMOOM MOKeT 3HAUMTEeNbHO YXYIIIAaTh KAayecTBO XKM3HM MAIlMEeHTOB, OTHAKO
XOpOILIO MOAJAeTCs] KOPPeKUMM CO CHIDKeHMEeM CTeIlleHM BBIPaKeHHOCTM UM 4aCTOThI pa3BUTHUS B
xope neyeHus [33].

TakTuka Tepalnm 1IIpu OTOE/NbHbIX BMOaAX HeremaToJIOTUYeCKO TOKCMYHOCTU TPEGYGT OTOEe/JIbHOIO
paCcCMOTpEeHMNA.

HauGosee yacThlie ABJIEHNUS HEreMaToJIOIMYeCKOli TOKCMUYHOCTI
Tunepxonecmepunemus u puck utleMu4ecKux cocyoucmsix cooumuii

Hapymenue meTtabonusma JTUMMUIOB U TUIIEPXOIECTEPUHEMMST OTMeueHbl y 22 % TalMeHTOB Tpu
MpUMEeHEHUM HWIOTMHMOa™*, Torma Kak TMpu TMpUMeHeHUM MMaTuHMOa** Tombko y 3 %; 3To
HeXeJlaTelbHOe SIBJIeHVe MOXeT OBITh 3aperucTpypoBaHO YKe uepe3 3 Mecsia Ipuema

sk

HWIOTUHMOa™* ¥ GBIJIO aCCOLMMPOBAHO C BOSHUKHOBEHMEM MIIEMMUUECKUX COCYAUCTBIX COOBITHIA,
B YaCTHOCTM OKKJIIO3Meli nepudepnueckux aprepuii [31,39]. YpoBeHb xonecrepuHa 6onee 240 mr/
oy (6,2 MMOMb/M) MPU3HAH TMOKa3aTeaeM BbICOKOTO PUCKa. B COOTBETCTBUM C PYKOBOACTBOM
AMepHMKaHCKOJ accolyanuy KAMHUYeCKUX 3SHAOKpUHOI0roB (AACE) rumepxonectreprHeMust
TaKKe SIBJSIeTCS ONHUM M3 (aKTOPOB, BKIIOUEHHBIX B IIKAJTy PUCKA CMEPTU OT COCYIMCTBIX
coosrtuit SCORE [81].

IuriepxomecTepyuHeMusi ~ MOXKeT  ObITb ~ CHUM)KEHAa  NpU  KOMIUIEKCHOM  TPUMEHEeHUU
HeMeIVKaMeHTO3HbIX METONOB: AueTa, duamMuyeckas Harpyska, a TakkKe YCIeIIHO I10/1aeTcs
MeAVKAaMEHTO3HOM  KOppeKUMM TIpM  IPUMEHEHUM  PasAUYHbIX  TUMOAUINAEMUYECKUX
MpenaparoB, K mpuMepy, MHIMOUTOpoB I'MI-KoA pemykrasel (craTtMHOB). ClieoBaTeNbHO,
JlelicTBYMSI, HATIpaBJIeHHbIe Ha CHIDKEHMEe YPOBHSI XOJIeCTepPUHA, SBISIIOTCS 11e71eCO00pa3sHbIMU ISt
CHUKEHUST PUCKA COCYAMCTBIX UIIEMUYECKUX COObITMIT y marumeHTOB ¢ XMIJI. LleneBble YpOBHU
XOJIecTepyMHa ¥ €ero areporeHHblx ¢pakiumii (JIIIHII) mompo6HO ocBelleHbl B Poccuiickux
PEKOMEHIalusIX TI0 OMATHOCTMKE M KOPPEKIVM HapylmleHUii JUIUIHOTO OOMeHa C IIeJbI0
NMPOGUIAKTUKY U JIeueHusl aTepockieposa [82]. PelieHre o MpOBeNeHUN TUMIOIUITUAEMUYECKO
Tepanum SOKHO IPOBOAUTHCS MOC/Ie KOHCYAbTAalMM KapAMosora.

OneHKa pPHUCKa NHIEMHNYECKUX COCYAUCTBIX COOBITUI

C6op aHaMHe3a M (M3UKAJIbHbIN OLEHKA MTOMOTaloT BBIIBUTh MOAUMUIMPYeMbIe (TTOAIAI0IIecs
KOppeKimun) ¥ HeMomubuiMpyembie (ITOCTOSTHHBIE) (DAaKTOPBI pPUCKA Pa3sBUTHUSI CEPOEUHO-
COCYAMCTBIX OCIOXKHEHMIT y KaXKIO0T0 KOHKPETHOTO MallMeHTa. BaskHo cobpaTh MH(POpMaILNIO 110
ClefylolMM IapaMeTpaM: BO3pacT, POCT, BeC, KypeHMe, MHAEKC MacChl Tejla, YpPOBEHb
CUCTOJIMYECKOTO apTepuabHOTO HaBJIeHUsI, obuiero xojectepuua, JIITHII, JIIIBII, Hamuume
caxapHOro muabera C IOpakeHMeM OpPTaHOB-MUIIEHEi, MPUCYTCTBME B CEeMEHOM aHaMHese
cyyaeB CeEMEHON OUCTUTUAEMUN.

O6beKTOM 0COO0r0 BHMMAHUS SIBJISIIOTCS TAlVIEHTBI C YK€ COCTOSIBUIMMMCS COCYAVICTBIMMU
COOBITUSIMM:  UIIEMMUYECKOi  Oone3Hpid  cepana (MBC), aTepoCKIepo30M  MO3TOBBIX,
nieprdepruecKkux apTepuii M aopThl, a TAKKe MAI[MEHTHI C CaxapHbIM IMabeToM U MOpasKeHUeM
OpTaHOB-MUIlIeHeli. Bce OHM OTHOCATCS K KaTETOPUM OUeHb BBICOKOTO PUCKA CMEPTU OT CepHedHO-
COCYAMUCTBIX COOBITUI, M UMEHHO Y 3TOI KaTeropuy MalMeHTOB HEOOXOIMMO TOCTUUDb IIeJIeBBIX
YPOBHEI X0JlecTeprHa, a Takke MaKCMMaJbHO BO3/Ie/ICTBOBATh HA MoAudUIMpyemMbie (haKTOPbI
pUCKA CepIeYHO—COCYAMUCTbIX COOBITUI, KOTOPBIMM SIBJISIOTCSI: apTepuabHas TUIIEePTOHMS,
caxapHbIit nuaberT, KypeHue, Hu3Kast pusuyeckas akTMBHOCTh, OkupeHre. HeMoaubuuupyeMbIMu
(akTopamu pasBUTHUS UIIEMUYECKUX COOBITUI SIBJISIIOTCS MY’KCKOJ IT0JI, BO3PACT, OTSTOIEHHBII
ceMeiiHbIli aHaMHe3 I10 CepaeYHO-COCYAMCThIM 3aboneBanustm (CC3).

V mauueHTOB, He MMEIOUIUX KIMHMYeCKuX TposiBieHunii VIBC, mokasaHa OIjeHKa pucKa pasBUTUS
CC3 u aTepockieposa C 1ebl0 MPOoGMIaKTUKU UX pasBUTKS. [IepBbIM 3TalOM SIBJISIETCSI OLl€HKa
10-netuero pucka cmept ot CC3 1o mkase SCORE y nmanmenTos crapiue 40 jeT, B COOTBETCTBUM C
YTBepXKAEHHbIMM pekoMmeHanysamu [81,82]. B 1mkasmy BKIIOYEHBI CIefyloliye IT0Ka3aTesln:
BO3pacT, MOJ, KypeHMue, CUCTOIMYECKOe apTepuajbHOe [aBjleHMe, YPOBeHb XoyecTepyuHa. B
3aBUCMMOCTM OT ITOJIyUEHHOTO pe3y/jbTaTa IMalyeHTa OTHOCAT K KaTeropuyM COOTBETCTBYIOIIErO
pUCKa: HU3KUIA, yMEePEeHHBbIN, BBICOKMI, OU€Hb BBICOKUIA.



IOns pacuera pucka passutus CC3 nomyueHHbIl nipu onjeHke SCORE mapameTp (BepOSTHOCTH
pa3BUTUS B %) YMHOXAIOT Ha COOTBETCTBYIOIIMI Ko3pduimeHT (X 4 mis KeHIIMH, X 3 IJIs
MYKUMH); a TIPY HaJIMYMM CaxapHOro AuabeTa MPUMEHSIOT KO3POUUIMEHT X 5 y KeHIIMH, X 3 Y
MY>KUMH.

st pacdyeta oTHOCUTENbHOTO pucka passutusi CC3 y MOMOOBIX MAllMEHTOB B Bo3pacte MeHee 40
JieT TipegycMoTpeHa otaenbHas mKana SCORE, B KOTOpOI1 yUnThIBaeTCs CUCTOMMYECKOE AaBIeHNe,
KypeHue, ypOBeHb XOJieCTepUHA.

JIOTIONMHUTENIbHO B HACTOSILEe BpeMs PeKOMEHIOBAaHO yuuTbhiBaTh ypoBeHb JIIIBII, saBiastommiics
671aronpusTHRIM (DaKTOPOM, 3aIUIIAIOIINM OT PA3BUTHUS aTePOCKIepOo3a.

B 3aBucumoctu ot ycraHoBjieHHOV kateropuu pucka SCORE omnpepensieTcsi MHAMBUIYaTbHASs
TepareBTHUecKasl TaKTMKa, BKIIOYAIOIIAsi KOMIIJIEKC Mep, BO3/AEeMCTBYIOMINUX MOAUUIMpyeMble
(axTops! pucka, B TOM YMciIe C MOMOIIbIO TUTTOMUITMIEMUIECKUX IperapaToB. sl maluyeHToB,
OTHOCSIIMXCSL KaXAO0M KaTeropuM pPHUCKA YCTAHOBJIEH CBOI LieleBOM YPOBEHb XOJieCTepuHa, B
COOTBETCTBMM C peKoMeHauusmu [81,82].

[lp mpoBemeHUM Teparmuy HWIOTMHMOOM™® I10 >KM3HEHHBIM ITOKa3aHMUSIM [OJDKHA ObITh
obecrieyeHa COOTBETCTBYIOIIAsT KOPPEKIMsST HeGMaronpusaTHbIx  (GakTopoB  pucka. IIpu
HeOOXOAVMOCTY TIOKa3aHO IIOCTOSIHHOE HaOJIofeHne Bpaueii-CrenuanucToB  (KapauoJor,
SHIOKPMHOJIOT), KOTOPblEe  YCTAHABIMBAIOT OKOHYATENIbHBII 00beM OOCIeNOBaHUS MU
JIOTIOJTHUTEeNbHbIE METOAbI OLIEHKM B KaXKJOM KOHKDETHOM CiIydae: OIpefesieHNe JIOJbDKEUHO-
IJIEYeBOTO  WHJEKCA, BbIIBIEHNE  aTepOCKIepOTMUECKMX  OJsiIeK  TpU  OYTIIEKCHOM
aHrmockaHmpoBaHuu, soirtonHenne KT u mip.

B cmyuae BbicOkOoro pucka pasButus CC3 TMpeAmnouTuTeNbHEl Tepanus UMaTUHUO0M™ ¥
Ia3aTuHU60M** 603yTUHUO0M [39].

IlneBpanbHbIi BHIIOT M HAKOILIEHME XKMIKOCTU B CEPO3HBIX IMOIOCTAX (Hauboaee 4acTo —
IieBpajabHas IOJI0CTh, PeKe — epuKapauaIbHast, OpouHas)

*

[laHHOe HeXXenaTe/lbHOE SIBJIEHMEe CIeNU(PUIHO IJIT Tepanuu 1a3aTuHMO0M™**, yalle BCTpeuaeTcs
Npy TpUMeHeHuM [03bl 140 Mr B CYTKM IO CpPaBHEHMIO C 6ojee HU3KUMU HO3UPOBKAMMU.
BeposiTHOCTb pasBUTUSI cOCTaBJsIeT OT 14 % mo 25 % 1o MaHHBIM pas3MYHBIX MCCAem0BaHui [29].
[ManyeHThbl AOKHBI ObITH MPEAYIPEXAEHbI O TOM, UTO B Cy4ae IOSIBJIEHMSI Y HUX CUMIITOMOB
TJIEBPAIbHOTO BBITIOTA (OABIIIKA, Kalllelb, TAXUKApPAWsI), HEOO6XOMUM CPOUYHBII OCMOTp Bpaya U
JIOTIOJIHUTENbHAS JOMAarHOCTMKA: IEePKYTOPHOe OIlpelesieHle TpaHull, JIerkux, ayCKyJabTalus
JIETKMX, PEHTTeHOJOrMYecKoe MCCIeJOBaHMe OpraHoB TIPyAHONM KieTku, Y3V mieBpaabHBIX
TI0JIOCTEel C 1IeJbI0 OILeHKM OObeMa IIeBPalbHOrO BbINOTA. [JaHHOe HeXelaTeabHOe SIBIeHue
MOYKeT Pa3BUTHCS B Pa3/IMUHbIe OTajJeHHbIe CPOKY Tepanuu (depes 2,5-5,5 neT neueHust), B Tom
YyycIie y MaIyeHToB C paHee XOpolleil mepeHOCHMMOCThI0 fasatuunba™* [29]. O6beM BbITIOTa MOXKET
OBITH OLIEHEH TI0 PEHTIeHOJIOTMYECKUM KPUTEPUSIM U 110 TaHHBIM YIbTPa3BYKOBOI AMArHOCTUKA B
3aBMCUMOCTY OT 3aHMMAEeMOTO 06beMa TUIeBPAIbHOI TTomoCTy (Tabim. 11).

Ta6auma 11. Kinaccudukaiys cTereHeit raeBpaabHOTO BbIIIOTa

CreneHb KnuHunuyeckne cMMNTOMbl U NPUMEHAEMan Tepanus O6beM )>KMAKOCTM B  MJIeBpasibHOW
nosnocTtun

0 OtcyTcTBYyeT -

1 AcuMnToMaTU4eckuii n He Tpebylowmii neyeHmnsa <10% obbema nnespasnbHOM NONOCTU

2 KnuHuyeckn BbipaXKeHHbI, TpebylolWmnii NPYMEHEHUS MOYEroHHbIX 11-25% obbema nnespanbHOM NOMOCTM

CpeacTB unv He bonee ABYX MaeBpasibHbIX MyHKLMWIA

3 KNWHUYECKU BblpaxeHHbIl, TpebylowWwnii WHransaumMm Kucropoaa, 26-50% ob6bema nnespasibHO NONOCTH
6onee  AByx nNeBpanbHbIX  MYyHKUMA  W/MAM  yCTaHOBNEHUS
nieBpanbHOro ApeHaxa, nneespogesa

4 Yrpoxatowmin KU3HK, COMPOBOXAAKOLLNIACS HapylweHnem 51-75% obbema nneBpasibHOW NONOCTU
reMoAVHaMMKN nnn TpebyroLWwmnii CKYCCTBEHHON BEHTUAALIMKU NErKNX

Hanmuuue cUMIITOMOB M 00BEM HAKOIUIEHHOI J>XMAKOCTM YaCcTO MOTYT He COBIAmaTh. [IJis
orpeneneHus 1Ie4eOHO TaKTUKM OOJIblllee 3HAUEHNME MEET HaIMUMe KIMHNIECKNUX CUMIITOMOB U
CTeIeHb BbIPasKEHHOCTH AbIXaTeIbHOI HeTOCTaTOUHOCTM.

TakTMKa Teparnuu IIEBPATbHOTO BITIOTA, BBI3BAHHOTO IIPMMeHeHeM Ja3aTuHuba™*, ciemyormas:

e [epepplB B Tepanuyu, B [JajJbHeiilIeM BO3MOXHO BO300OHOB/IEHME IIpyeMa Ipelapara B
CHIKEeHHOI J03e;



e Ha3HaueHMe OUypeTukoB (pypocemuna** 10-20 mr/cyT, Topacemun 5-10 Mr/cyT) ¢ KOHTPOIEM
YPOBHSI  3JIEKTPOIMTOB  KPOBM  V/UAM  KOPOTKOTO  Kypca  INIIOKOKOPTMKOCTEPOUI OB
(#peman3sonon™** mo 0,5-1,0 Mr/Kkr B TeueHue 5-7 cyT);

* TIpU HEOOXOAMMOCTY — MHTAJSIIIUU KUCIOPOa;

* TIpY TSKEJTBIX (popMax IIeBpasbHOTrO BINoTa (3—4 cTerneHu, Habomawumecs y 4% rnaiyeHTOB)

C IbIXaTeNIbHOM HelocTaTOUHOCThIO [I-111 cTeneHei — TOpakoOLieHTe3 C 3BaKyalyeil sKUuIKOCTH.

HpOBe,ZLEHI/Ie nneBpaanoﬁ IIYHKIMM ITOKAa3aHO IIPU YIPOXKAIOIIUX XU3HM COCTOAHUAX (CMeH.LEHI/IE
CpenoCTeHmns, BbIpakeHHasd OObIIIKa B HOKOE) WIN C AUarHOCTUYEeCKOi IeJIbl0, KOoraa IIpuMYMHa
IJIEBPAJIbHOTO BBITIOTA HESICHA.

CaM 110 cebe ¢aKT IOSIB/IEHNsI TVIEBPAJIbHOTO BBITIOTA He YXYAIIaeT MPorHos. [Ipyu onTuMayibHOM
OTBeTe Ha Tepanui BO3MOXHO CHU3UTh MA03y mOpemnapata. Ecim ke OTBeT Ha JeyeHUe
HeOoCTaTOYHbINM, IIOKa3aH IiepeBof, TMalyeHTa Ha anbTepHaTuBHBI WMTK. YuuTbeiBas, uTo
TUIEBPaAJIbHbIM  BBITIOT HEPeOKOo HOCUT pPeluAMBUPYIOIIMI XapakKTep, B TaKUX CIy4yasx
1esiecoobpaseH repeBog Ha apyroii UTK.

Jlerounas aprepuanbHas runeprensus (JIAT)

Kpaitue penkoe (0,45 % cimyuaeB), HO TIpM 3TOM TSDKEIO€ OCIOKHEHME, KOTOpPOe BCTpedaeTcs Mpu
NpMMeHeHMM [OasaTuHm6a**. Ha MOMEHT YCTaHOBJEHMsS STOrO [OyarHo3a Yy OGOJbIIMHCTBA
Mal/eHTOB OTMeYaquCh 3HAuYMTeNIbHble HapylleHusl TeMONMHaMMKM, a Talkoke CcepAedHast
HeJ0CTAaTOUYHOCTh, TpeOGoBaBIIasi HAGMIONEHNSI B OTAENeHMM WHTEHCUBHON Teparuu. MenuaHa
cpoka pasButus JIAT cocrasisier 34 mec. (8—48 mec.) Tepanuu mazatuHubom™** [30,40]. MoxkeT
BBISIBJIATBCS KaK y MAIMEHTOB C TUIEBPAJIbHBIM BBITIOTOM (68 % ciydaeB), Tak u 6e3 Hero. OnpIiika
“ O0OMOPOKM SIBJISIIOTCSI BEOYIIMMM B KJIMHWYECKON KapTuHE, TAaKKe MOTYT IPUCYTCTBOBATH
1aboCTh, YTOMJISIEMOCTb, 60 B 06GJIACTYU Cep[lla, He KyIMUPYIONMecs MTPUeMOM OpPraHUYeCcKUX
HutparoB. Ha OKI' MOTyT BBISIBISITBCSI MPU3HAKU TUTIEPTPOGUM U TePerpy3ku MpaBbiX OTIEIOB
cepania  JImarHocTMuecKue — MeTONbl  Jisl  ToaTBepknmeHus  JIAT:  TpaHcTOpakasibHas
axoKapamorpadmsi, KaTeTepr3alys MpaBbIxX OTAEN0B ceplia.

VCTaHOBJIEHO, YTO [aHHOE SIBJIEHME MOXKeT ObITh 00paTMMo TMpM OTMeHe nasaTuHmuba™*. IIpu
pasButyum JIAT 1okasaHo mpeKkpalleHne Tepanmmu nasatuHubom™** u Haznauenne apyrux MTK.

ITHneBMOHUT

SIBnseTcs KpaiiHe pemKuM OCIOXHeHueM, Tpebywomum andbdepeHIMasbHOr0 AMar{osa.
B GONBIIMHCTBE CTyyaeB OMMCAH MPK MpUMeHeHUM MMATHMHMOa**, a TakKe yalle BCTPedyaeTcs B
cTpaHax A3uu; MOXKeT GbITh 06PATVMBIM WJIM HEOOPAaTUMBbIM [82-84].

IMpu npuMeHeHuM masaTMHMO6a** Bo 2 JuHMM B mo3e 70 Mr 2 pasa B AeHb y 17 % MalieHTOB
ONMCaHbl M3MEHEHUS] JIETOUHON IMapeHXMMbI, 10 TUITy «MAaTOBOTO CTeKJa» OO YTOJIIeHNe
cenTabHBIX Meperopofok. Ilenecoo6paseH nmepesoy Ha apyrue UTK.,

TomuoTa

Pa3BuTye TOLIHOTHI Haubojee XapaKTepPHO IIPU TMPUMMEHeHUM MMaTuHMOa™* miau 603yTMHMOGA.
Huwrtotuumn6™* u masaTuHMO™* BBI3BIBAIOT TOIIHOTY peako. IIpy TOILIHOTE CIeayeT MCKIIOUNUTh
npueM MMaTUHM6Ga** HaTOIaK, PEeKOMEHIOBaTh MPUHMMATh Mpenapar ¢ MPUEMOM IHIIH,
3alMBaTh OONBINMM KOJMYECTBOM BOAbI. Ilociaemumii mpuemM MMaTMHMOa™* HODKEH OBITH He
To3/Hee YeM 3a 2 yaca /0 CHA, OCOOEHHO Y MauMeHTOB C 330(¢aruTomM B aHamHe3de. Ecim
TOKCMYHOCTh, HECMOTPSI Ha BCe IMPEAINPUHSATBIE MEpPONPUSITUS, COCTaBIsIeT >2 CTeIeHw,
1ieJiecoo6pa3sHo Ha3HAueHMe aHTUOMETUUECKNUX IIperapaToB: MEeTOKIONpaMuUI **, OHIaHCEeTPOH ™™,
npyrue. OmHAKO CJeQyeT YUMUThIBaTh, UTO TIPOTMBOPBOTHBIE CPENCTBA MOTYT YIJIVHSITD
uHTepBasn QT. AHTAUMIbI CHUKAIOT 3 dekTuBHOCTD UTK.

Sanep)m(a JXKUOKOCTHU C pasBUTUEM OTEKOB

CrenyeT OrpaHUYMTD MPUEM COJM B pPAIMOHE, YMEHBIIUTb 00beM YIOTPe6IsIeMOit XUAKOCTU. B
60s1ee TSDKENBIX CIyYasiX HA3HAYAIOT JUYPeTUKY, ITperapaTsl MOA0MPAIOT MHAVBUIYAIbHO.

MpblilIeyHbIe CIIa3Mbl

CHUMIITOM, XapaKTepHbIi [IJIs1 IeueHus] MMaTuHMO60oM™**, Yale BCcTpevaeTcsl B Havaie Teparnuu, HO
MOXeT OBbITh M OYeHb [aUTeJbHbIM. CrasMbl (Jalle WKPOHOKHBIX MBbIIII, MBIIII CTOIIbI)



BO3HMKAIOT, KaK MPAaBWIO, B HOUHOE BpeMs, mocie (pu3ndyeckoii Harpy3ku. s MX yCTpaHEeHUS
HeOoOXOMMO BOCTIONTHeHMe neduiura MUHEpanoB (Kaiuii, KaJbLiuii, marauii, docdop). IIpu
BBIPAKEHHBIX MPOSIBIEHUSX TOKCUYHOCTU (3—-4 cTemeHu) BO3MOKeH nepepbiB mipuema UTK (3-5
JIHeil), KOTOPBbI/i 4YacTO yMeHblIaeT KIMHUYECKME IIPOSIBJIEHMSI, BPEMEHHOE CHIDKEeHME [03bl
npernapara Ha 1 ypoBeHb.

Bonu B KoCcTSX U cycTaBax

OG6BIYHO BO3HMKAIOT B Havasie JeUeHMsl, YacTOTa MX yMeHbIlaeTcs yepe3 1-2 mecsiia Teparumu.
KpaTkoBpeMeHHbII (Ha 3-5 [Hei) TIiepepblB B IIpMeMe IIperapata M KOPOTKUII Kypc
HECTepOMIHBIX MPOTMBOBOCHAIUTEIbHbIX W MPOTMBOPEBMAaTUYECKMX IIPENapaToB MOTYT
KYIIMPOBATh 3TU SIBIEHMUS.

KoskHblIe BbICBIITaHUS

OO6BIYHO KYIMPYIOTCSI IPY Ha3HAUEHMM aHTUTMCTAMMHHBIX IPeNapaToB, XJI0PUAa KaablUs U/UIn
IIpY MECTHOJ 06paboTKe KOPTMKOCTEPOUIHBIMM MassaMu. IIpy Gojee BbIPaXKEHHOM JepMaTuTe
BO3HMKaeT HeoOXOAMMOCTb IpepbiBaTh mpueM UTK 1 Ha3HauaTh CUCTEMHbIE KOPTUKOCTEPOUIbI B
mo3e 1 MI/KT per 0S ¢ IOCTeIeHHOI penyKuyei mo3bl 40 20 Mr/meHb. Y MalyeHTOB ¢ GObIINM
KoynuecTBOM 6a30(mioB (>30 %) B KpOBM MPUUMHOI MOSIBIIEHNS] YPTUKAPHBIX BHICHIITAHUI MOKET
ObITb BBICBOOOKAEHME T'MCTAMMHOMOMOOHBIX CyGCTaHIME 13 6a30(pMIbHBIX TPaHy, MO0 Mepe
CHIVDKEHMSI KOuecTBa 6a30(h1/I0B MHTEHCUBHOCTD ChITTY YMEHbBIIIAETCSI.

VMepeHHble KOKHbIE BBICHITIAHWUSI TIPM Tepanuy HWIOTUHMOOM™ - uvacToe HeKelaTelbHOe
sIBJIeHVE, KOTOPOEe He COMPOBOXKAAETCS 3yI0M, IMCKOM(POPTOM U PeiKo TpebyeT KOPPeKIMM J03bI
rperiapara.

KpOBOTe‘IEHIAH U KPOBOU3JINSHUS

Hanbomee wdacTto HaOMIOmAIOTCS KPOBOTEUEHMS]I — M3  OKeTy[JOUHO-KUIIEYHOTO TpPaKTa
(y 4 % mauueHTOB), peXXe — KPOBOM3IMSIHUS B TOJIOBHOWM MO3r (TsKenble — MeHee yeM y 1 %
nanyueHToB). HabmomaoTcs mpenMyIecTBeHHO NP JieueHn nasatuaubom™ . Kak mpaBuio, oHU
BO3HUKAIOT TPU BBIPAKEHHO!N TPOMOOIMTOTIEHNM. B GOMBIIMHCTBE CIydaeB, C KPOBOTEUEHUEM
y[laeTcsl CIIPaBUTHCS C MIOMOIIIBIO TTPMOCTAHOBKY MpMeMa Tpernapara U MpuMeHeHus TpaHcdy3uii
KOMIIOHEHTOB KPOBU, B TIEPBYI0 0Yepeib TPOMOOKOHIIEHTpATA.

ITpu Tepanunu uMaTuHKO60M™* B 11 % CiryuaeB MOTYT OTMEYAThCSI KPOBOU3JIMUSIHUSI B CKJIEPY, KaK
MIPaBUJIO0, TPOXOASILIMeE [TOC/Ie KOPOTKOTO MePePhIBa B T€UEHUN UM CHUKEHUS 103.

Ouapes

Kynupyercsi aueToit ¢ MCKIIOYEHMEM TMPOAYKTOB, YCWIMBAIOIMIMX MOTOPUKY KUIIEUHMKA,
Ha3HAUeHMEM CUMIITOMATUYECKUX MPOTUBOAMAPEIHBIX IIPerapaToB (KUIleYHbie abCOpOEeHTHI,
gonepamun**). Tlpu Tepanmuu O6O3YTMHMOOM 3(PGEKTUBHO KYIUPYETCS TMPUMEHEHNUEM
JloriepaMmmma™®,

T'enmaToOTOKCUYHOCTD

[NoBpilIeHNE YPOBHS «II€U€HOUYHbIX» TPAHCAMMHA3 MOXXeT HaCTYIUTDb B Pa3IMYHbIE CPOKM JIeUeHUS
NTK. B HEKOTOpBIX CJydyasgx OIMCAHO TsDKeJIOoe TOBPEeXAeHMe IeYeHu IIpu IIpUMeHeHUU
MMaTHHMOA** ¥ mmapameraMona®*, a Takke IpM BUPYCHOM rematute B. [TosToMy MOKasaHO
MCKJIIOYUTD Ha/luye BUPYCHOIO reraTuTa, OTMEHUTD ITIOTeHIMalbHble rellaTOTOKCUHBI (aJIKOT0JIb,
KOHCEpPBBI, JIeKapCTBEHHbIe IIperaparbl C relaTOTOKCMYHBIM [elicTBMeM). Takke IPUMEHSIIOT
rernaTonpOTEKTOPHI (aIeMEeTUOHUH™*, yPCOAe30KCUXO0IeBas KUCIOTHI**) BHYTPb, B TSKEJbIX
Cly4assX — BHYTPMBEHHO B COYETaHUMM C MepONpUATUSIMM Oe3MHTOKcuKaumu. [lpu
COXpaHSIOILENCS TeNnaTOTOKCMYHOCTM 2 CTelleHM IIocae ee paspelleHus [03y I[pernapara
11eJ1ecoo6pa3sHO BPEMEHHO CHU3UTh. [Ipy IMOBTOPHOM pPa3sBUTHUM I1€YEHOUYHON TOKCUYHOCTU
HeOOXOAMMO TIpoBecTy 6ojiee TIIATeIbHOE MCCAemoBaHue GYHKIMM TIeUeHM; I10Ka3aHO
06CykIeHye BOIpoca o repexofe Ha Tepamuio apyrumu UTK, ¢ ydeTom OTCyTCTBMS TepeKpecTHO
rernaToOTOKCUYHOCTU.

VYBemMmueHue Maccol Tejia

He6omnbioe YBeJIMUEHME BEeCa MOXKET OBITh O6YCJ'IOBJ'[(-3HO 3a,ZLep)KKOI7I JKMOKOCTHU, B YaCTU CJTy4YaeB —
yiaydluieHnueM 06]].[6I‘O CaMOYyBCTBMA Ha (bOHe perpeccum CUMMIITOMOB MHTOKCUKAINN U



HOpMau3anuy anmneTurta. IlaleHTOB C M30bITOYHBIM BECOM HEOOXOIVMO IpemyrpexaaTh
O BO3MOXKHOCTM e€ro yBenumueHuss npu npueme UWTK u pekOMeHIOBATh OTrpaHUUEHME
yIOTpe6IeHsT COJTM, HU3KOKAJIOPUIHYIO IMETY U YBeJIUUeHNe YPOBHS (GU3UUECKUX HArpy30K.

Yonannenue nHTepBana QTcF

Bce UTK sgBASIOTCS IIpernapaTaMiu, CIOCOOGHBIMM YIJIMHATH AJIUTEIbHOCTb MHTepBasa QT. Ilpu
3HaunTesbHOM yajauHeHunu QT (6onee 480 Mc) CyIIeCTByeT PUCK PasBUTHS KM3HEYTpOKaromeit
ApUTMUU — TaxXMKApAUU TI0 TUITY «IIUMpyaT». [Ipu oueHke nHTepBana QT cienyeT 06s3aTeNbHO
JCIO0/Ib30BaTh CKOppeKTupoBaHHble (¢ yuerom YCC) 3HaueHus, Hampumep, QTcF (QT,
KOppUrMpoBaHHbI 1Mo Metomy ®pemepmka (Frederic)). Caywan ymamHeHust QTcF BCTpedaroTCst
KpailiHe pelko — MeHee yeM y 1 % manyeHTOB. [laliieHThI ¢ M3HaYaibHbIM yajiuHeHueM QTcF, a
TaKke C CONYTCTBYIOIEN KapAMalabHOI MATOMOTMEN NOMKHBI OCTaBaThCsl B 30HE BHMMAaHUS C
TOYKM 3peHuss MOHUTOpuHra wusmeHeHuiti Ha OKI. Jlo nHavana nedenuss UTK cnemyer mno
BO3MOXHOCTM VICK/TIOUMTb (DAKTOPbI, TAKKE BIMSIONME HA YAJIMHEHUS NAaHHOTO MHTepBaia. B
YaCTHOCTU, NO/DKHBI ObITh HOPMAIM30BaHbl YPOBHM KaJlMsl ¥ MarHus; MpU MpUeMe IpernapaTos,
Takke ymHsomux QT 1Mo MOBOAY COMYTCTBYIOIIMX 3ab0sieBaHMIA, HO/DKHA ObITh pacCMOTpeHa
BO3MOYKHOCTb 3aMeHblI nociaeguux. CaegyeT IOMHUTD O CYLIECTBOBAHUY BPOXKAEHHOTO YIOIMHEHUS
QT, uTo TpebyeT 0cO60r0 BHMMAaHMS K TaKUM MauyeHTaM mpu jedeHun UTK. AIroputm BemeHus
MarueHToB ¢ yaymmHenneMm QTcF nipuBeneH B Tabim. 12.

Ta6aua 12. TakTrKa BeleHNS MAIMEeHTOB NIpU yayinHeHUn nHTepBana QTcF Ha GoHe
Tepanuu UTK

YanuHeHune TakTuka Tepanum
QTcF

>480 mMc — BpPeMeHHO npekpaTtuTb npuem UTK

- onpegenuTb cogepxanue Kt n Mg** B ceiBopoTke kposu. Mpu AeduumnTe BOCMONHUTL UX YPOBEHb A0 HOPMbI.

- npoaHannM3npoBaTb NPUHMMaEMble NaLMeHTOM COMyTCTBYOLWMeE npenapaTbl

M UCKJIIOYUTb CPeACTBa, YANMHAWmMe uHtepsan QT

- ecnu nHTepBan QTcF octaetcsi >480 Mc, noBTopsiTb DKIM MO KAMHMYECKUM MOKa3aHWsM, Kak MUHUMYM 1 pa3 B CyTkw,
noka QTcF He 6yaeT <480 mMc .

- Tepanua UTK MoxeT 6biTb BO306HOBNEHA B TOW e A03€, eCM MpUYnHa yBenmyenus QT yCTaHOBMEHa M ycTpaHeHa, u
QTcF B TeyeHune 2 Heaenb BO3BPATMICA [0 3HaYeHUs <450 Mc 1 HaxoauTca B npeaenax 20 MC OT 3HAYEHUS Ha UCXOAHOM
ypoBHe

— eC5iM Npu NOBTOPHOM onpeaeneHnn 3HadeHne QTcF BbIXOAUT 3a npeaensl

20 MC OT 3Ha4yeHus Ha UCXOAHOM YPOBHe unu okasbiBaeTcst Mexay 450 n <480 mc, fosza UTK gonxkHa 6biTb CHMXeHa Ha 1
YpOBEHb

— Npu BO306HOBMEHWUN nedenunsi UTK B TOM e WM yMEHbLUEHHOV [03€e MOoc/ie BPEMEHHOrO MPeKpalieHUs ieyeHus no
npuynHe ysenuueHust QTcF po >480 Mc, Heobxoaumo nposecTn DKI Ha 2-i, 3-Ii U Ha 8- AeHb nocne Bo306HOBNEHUS
neyeHus

- B C/lyYae noBTOPHOro yBenuyeHus QTcF no >480 Mc npekpaTuTb NpueM npenapara, Tpebyercs cMeHa Tepanuu

Tunep6ouaINpyoMHEe MU

Hambomnee uvactoe ys1abopaToOpHOE OTKJIOHEHME, BCTpevalleecss Mpy JeYeHUM HUWIOTUHUOOM™**
(69 % — moboit crereru, 7 % — 3-4 cremneHwu). JJaHHOe SIBJIEHME CBSI3aHO C HapylleHMEM
KOHBIOTAlIUYM HEMpsIMOTO OMIMpyOMHA, TIO3TOMY TOBBIIIEHME TTPOVCXOANUT MPEUMYIIeCTBEHHO 3a
cuet 370l (pakiuu. Yamie BcTpevaeTcs y ManyeHToB ¢ MoJIMMOpGU3MOM MTPOMOTOPHOI 06/1acTn
rena UGTIA1 (dbenorunsr (TA)7/(TA)7; (TA)7/(TA)6 w np.), XapakTepHbIM  [Jis
JobpokayecTBeHHbIX Tunepbunpybunemuii  (XKunbbepa, Potopa, dabuna-II>koHcoHa). Ecau
reMoJIu3 VICK/IIOUEH, aKTMBHOCTh aMWIa3bl ¥ JIMIIa3bl HE TOBBIIIEHA, a CTEIeHb OWIMPYOVMHEMUY
cocraBisieT 1-2, jedyeHue HWIOTMHMOOM™* cjiefyeT MPOOO/DKUATh B IpeskHel mose. [Io MHEHUIO
OOJIBIIMHCTBA MCCIIENOBATENEl, Aake TOKCMYHOCTh 3 CTEleHM He SIBSIeTCS IOBOJOM K
MpeKpameHnio Tepanmuu U CHIOKeHUIO [03bl. [Ipu  JiauTenbHON runepOomanpyomuHeMun
1Iesiecoo6pa3Ho Ha3HAUYeHMe TIPerapaToB /Jis JiedeHMs 3a060/IeBaHMI SKeTYHOTO ITy3bIPSL.

BeccMnITOMHOe MOBBIMIEHUY aMUIa3bl M/MIN JIUIIa3bl

Moryr wuyacto HaOMIOOATBCS TPU JIEYeHUM HUIOTMHMOOM™*.  SIBjeHMs  mMaHKpeaTuTa
(abmoMuHaIbHBIE CUMIITOMBI B COUETAaHUM C JIAGOPATOPHBIMU WM3MEHEHMSIMM) HaGTIOIAINCh
MeHee yeM y 1 % manueHtoB Bo II dase wimHMYeckux ucciemoBaHuii. [lpu 1-2 cremeHu
BBID@KEHHOCTY JAHHBIX SBJEHUII HeOOXOmMMO HaOMoleHne B OUHAMUKe (TIOBTOPHbBIE
OUOXMMMUYECKME TEeCThl, OIleHKAa KJIMHWYECKOV KapTuHbl). IIpu pasButum 3-4 CTerneHu
TOKCMYHOCTM  CJIelyeT IpeKpaTuTb  Tepamnuio, 1poBect KT  GpPIOMIHOM  TOJOCTYU
C KOHTpaCTMpOBaHMEM IJIs1 UCKIOYEeHMS [aTOJOTUM IOAYKeTYA0YHON JKeme3bl; DU BbISIBJIeHUU
MPU3HAKOB TaHKpeaTuTa — ero JjedeHue. IIpu HopMasibHOV KT-KapTMHe TMOcC/ie yMeHbIIeHUS
CUMIITOMOB JI0 <1 CTereHM ClieAyeT BO30OHOBUTD JieUeHNe HWIOTMHMO0OM™* B CHMKEHHOI 03e
(400 mr/cyT). [Ipu TOBTOPHOM 6€CCMMITTOMHOM ITOBBIIIEHUIM aMMUJIa3bl U JIUIIA3bI 10 3-4 CTeIeHu

JedeHye HWIOTMHMO0M** MOXKeT ObITh OTMEHEHO U/ TIPOOJIKEHO TI0 PellleHN0 Bpayva.

Tuneprankemus



Take BCTpeYAeTCS] TONbKO TMpPHU JieueHUu HuIoTMHMO60oM™**. TIpu 1060if CTemeHM ITaHHOTO
MOOGOYHOTO  SIBJIEHMSI KOPPEKIWSI JO/KHA HAYMHATBCSI Cpasy TMpU  €ro  BbISIBIEHUU
(runornMkeMuyeckas avera). IIpy OTCyTCTBUYM HOpMaaM3aly YPOBHS IIIOKO3bI Ha (DOHE [MeTshl
MoKa3aHa KOHCY/IbTaLlMsI SHIOKPMHOJIOTa JIJIsl MCKITI0YeHMSI caXapHoro ayuabera.

Tunmodocharemus

Bcrpeuaetcs nipu Tepanum Bcemu WMTK, kak mpaBuio, KIMHUYECKM He3HAUMMa (HU3Kasl CTeIeHb,
ObICTpast HopMasu3anusi). PekoMeHIoBaHbI qMeTa ¢ YBeJIMUYeHeM B palioHe 6oraToix ¢pochopom
MOJIOUHBIX ¥ PBIOHBIX IPOMYKTOB, COKpAallleHMEeM IIIOKO3bl; Ha3HAUeHMe BHYTPb IIPernapaTos,
comepskammyx dhocdaTthbl (BUTAMUHBI, TAIIEBbIE JOOABKM).

TunokanbueMus

PekoMeHOBaHa IMeTa C BK/IIOUEHMEM IIPOAYKTOB C IIOBBIIIEHHBIM COMIEpsKaHMEM KasIbLIVs
(MOJIOUHbIE IIPOAYKTHI), YMEHbIIEeHMEe TIOTpebIeHus] VIIeBOmoB. IIpu HeoOXOOMMOCTU —
Ha3HaueHMe MPernapaToB KaJabIus BHYTPb.

FI/IHOMaI‘HMeMMﬂ, TUIIOKAJINeMUsI

VUuThIBas OMACHOCTb yijivHeHus uHTepBaia QT npu geduiyte 3TUX IEKTPOIUTOB, TpeGyeTcst
KOppeKUMsl B BMIEe Ha3HAUeHMs] KOMOMHMPOBAHHBIX IpenaparoB Kaausi M MarHusl (Kauus
acraparuHaT + MarHus acmaparmHatr**) BHYTpb; NpPU M3OJMPOBAHHON TUIIOMATHUEMUU —
rperiapaTbl MarHus — MarHus BHyTPb.

JlekapcTBeHHBIe B3aumoaericTBusa npu trepanuy UTK

Metabomusm Bcex UTK ocyinecTsisieTcss MpeuMYIIeCTBEHHO B IEUEeHM C ydacTueM (epMeHTOB,
OTHOCSIIIIMXCS K cucTeMe nuToxpoma P450; B ocHoBHOM uepe3 CYP3A4, B MeHbIIel CTEIIeHN -
IpyrumMu ero nsodopmamu, Takumu, kak CYP1A2, CYP2D6, CYP2C9 [43].

OnHOBpeMEeHHBINI IpueM MpenapaToB, AaKTUBUPYIOLIMX WIM TONABISIONIMX aKTMBHOCTH
uutoxpoma P450, MoOXeT NpPUBOAUTL K W3MEHEHMIO KOHIleHTpanuu Kak UTK, Tak wu
IIPMHMMaeMOIro COBMECTHO JIeKapCTBa, YTO CJlefyeT YUUTHIBATh B KIMHMYECKOV IIpakTuke. B
ciyvae, ecay nauyeHT ¢ XMJI npuMHMMaeT OLHOBPEMEHHO HECKOJIbKO IpenapaToB B KauecTBe
COITYTCTBYIOIIEN Teparnuu, U MpU 3TOM HabmomaeTcss He3(PEeKTUBHOCTD JIeUeHUs MO0 TsKemast
TOKCMYHOCTb Tepaluu, MOXHO 3allOf03PUTh Ha/Muue JIeKapCTBEHHBIX B3auMOIECTBUIA,
BiAMsOMMX Ha ypoBeHb UTK B kKpoBu. [T0aTOMY C 11€/1b10 MaKCUMaIbHOI 3(DPEeKTUBHOCTY Tepanuu
MIPY BO3SHMKHOBEHUM WIN YTSDKEJIEeHUN TOKCUIHOCTHU, BAKHO UCK/IIOUUTD WJIM CBECTU K MUHUMYMY
ONHOBPDEMEHHBIVi IpMeM IIpernapaToB, aKTUBUPYIOIIMX WIM TOJABJISIONIMX aKTUBHOCTb
uuroxpoma P450, otnaBath MpeAiouTeHye aHaIOTaM C IPYTUMU Iy TSIMU MeTabonn3Ma.

[lp OogHOBpPEMEHHOM IpMeMe IPernaparoB, MOBBIMAKINX akKTUBHOCTh CYP3A4 p450, moxkeT
HaOJIIOAaThCS CHYDKEHMEe KoHueHTparyuu UTK B miasMe KpoBM, UTO yMeHbIaeT 3(GeKTUBHOCTD
UTK. CoorBeTcTBEHHO, MHIMOGUTOPBI pepmeHTa CYP3A4 p450 MOTYT NMPUBOAUTH K ITOBBIIIEHNIO
koHUeHTpauuu WTK B 1iasme, 4TO BbIpa)kaeTcsl KJIMHUYECKM B YCUJIEHUM TIPOSIBIEHUI
TOKCMYHOCTY TepaIumn.

[Ipr HanuMuuy BbIPAKEHHOI TOKCMYHOCTY WM HEOOCTaTOYHOM OTBETE Ha JieuyeHUe C I1eJibl0
VICKJIIOYEHMST BO3MOXHBIX MeXKJIeKapCTBEeHHBbIX B3aMMOJENCTBUIA IIpU IpueMe JeKapCTBeHHbIX
MperapaToB IO TOBOAY COMNYTCTBYIOIIMX 3abojeBaHMil  11e1ecO00pasHO  OlpefieieHe
koHUeHTpauyy UTK B riazme (CbIBOPOTKE) KPOBU.

I'peiinpyTOBBIA COK TaKKe SIBJSIETCS MOIIHBIM MHTUOUTOPOM AAHHOTO (epMEeHTa, MO3TOMY
MalyeHTOB CJIeyeT MPeaynpeIuTh O HEOOXOAMMOCTY U36€eraTh ero yroTpeoaeHus.

Kpowme Toro, kak otmeueHo Bbiiie, UTK noTeHuManbHO MOryT yaauHaTh nHTepBaa QT. B cBsa3u ¢
9TUM He PeKOMEeHJI0BaHO UX MpMMeHeHMe OGHOBPEMEHHO C APYTMMU MpernapaTaMi, BAUSIOLMMUA
Ha yaiuHeHue uHTepBana QT. Kpatkuii iepeyeHb IpenapaToB, CTIOCOOHBIX BbI3bIBATH YIJMHEHVE
nHTepBana QT, npencrasieH B mpuaoxkeHun ['1.

BepeMeHHOCTh PV XPOHUYECKOM MIEeJIOJIeiiKo3e

C manyeHTaMu TeTOPOIHOTO BO3PAaCcTa PEKOMEHIOBAHO OOCYIMUThH BOIIPOCHI IUIAHUPOBAHUS CEMbI
Tpyu o po6GHOII Gecene.



OTtuoscTBO ripu XMJI

3aperucTpupoBaHHble K npumeHeHMto Tipu XMJI npenapaTtbl UTK He MMeIOT reHOTOKCUUYECKOTO
JIeliCTBMS. B HEKOTOpbIX CIy4asix ONMCAaHbl M3MEHEHMSI CIIepMOTpaMMBbl [P Tepanuu
MMaTUHMO0OM™**, OMHAKO CHIDKEHMST DepPTUIIBHOCTY HE OTMEUEHO. YBeTMUEHMS UMCIa BPOSKIEHHBIX
aHOMaJINIi y JeTeli mapTHepi, monydasimx tepanuio UTK, He oTmeueHo [85,86].

IpepsiBanue mpuema WUTK y myskumH ¢ XMJI gjis 3avatuss He Tpebyercs. B wryuae eciu
6epeMeHHOCTb He HACTYIaeT, M0Ka3aHo J006cIeloBaHMe C LeTbI0 TTOMCKA U3BECTHBIX (aKTOPOB,
MIPUBOISIIINX K 6ECTUIONNAIO.

BepemeHHOCTD y sKeHIIUH ¢ XMJI

[lo pe3synbraTam AOKIMHUYECKUX MccienoBaHuii, y Bcex UTK, kpome HumoTuHMO6a**, oTMeueHa
BO3MOXXHOCTb Pa3BUTHUS BPOXKAEHHbIX aHOMaMii mona. Hambonbummit puck npumeHenust UTK
HabmomaeTcs B [ TpumecTpe B mepuof OCHOBHOTO opraHoreHesa (6—12 Hemensi 6epeMeHHOCTH),
IJIsT masaTMHuba™* puUCK CyIIeCcTBYeT Ha JiloOoM cpoke 6GepemeHHoctu [86,87]. Ilpu stom B
MHCTPYKUMSIX TI0 TIpuMeHeHMIo BceX UTK mMmeroTcs MpOTMBOMIOKA3aHUs AJis IpueMa BO BpeMs
6epemenHoctu. C apyroit ctoponsl, orMeHa UTK Ha mepuop 6epeMeHHOCTM MOXKET IPUBECTU K
yBeIMUeHNI0 06beMa OIyX0IeBOTO KJIOHA 1 Pa3BUTHMIO peryayBa XMJI.

InanupoBaHue 6epeMeHHOCTU

[lnanupoBaHue 6epemeHHOCTM M oTMeHa UTK Hambosee 6e30macHbl IIPU COXpPaHEHUM [TyOOKOIo
MO (MO4,5) B TeueHme 2 jeT. YUUTHIBASI, YTO OepeMEHHOCTh MOKET He HACTYIIUTh Cpa3y, OTMeHa
WUTK nna 3avaTus SIBAsSeTCSl TpeaMeToM mauckyccuu. B 50-70 % ciydyaeB 6GepeMeHHOCTHb
nuarHoctupyetcst Ha ¢one Tepanuu UTK [88], mpu ormene UTK cpasy mocie moaTBepKaeHUs
6epeMeHHOCTM OTMEYAeTCs] ee HOPMaJbHOE TeUueHNe U POKAEeHUe 3[I0POBBIX JeTeil. B cBsi3u c
3TUM [OMyCTUMO 3auatue Ha ¢one tepanuu UTK c HememneHHO# ormeHoii UTK cpasy mocie
TOATBEPKAEeHNSI 6epeMeHHOCTM Ha paHHMX cpokax (XI'Y, Y3-uccieqoBaHue).

Bmwiote mo 15 Hemenu GepeMeHHOCTM (O YCTAaHOBJIEHUSI TeMaTO-IUIAIleHTAapHOTO Oaphepa),
pekoMeHI0BaHO HabmioneHne 6e3 Tepanum WTK. B cBSI3uM ¢ OoKa3aHHbIM OTrpPaHUMYEHHBIM
npoHukHoBeHuem WTK #umatuumba** u #HUIOTMHMOa**, BO3MOXKHO pacCMaTpuBaTh WX
npumeHeHue Bo II-II1 TpumecTpe 6epeMeHHOCTY MPY HAJTMYUY TTOKa3aHUIT B TOM K€ PEXUME, UTO

" y HebepeMeHHBIX MMalyeHToK [88,89]. Jazatuun6™* u mobsie npyrue UTK nmporrBonokasaHbl Ha
JII060M CpOKe OepeMeHHOCTH.

ANbTepHaTUBHO Teparueii BO BpeMs 6epeMeHHOCTI MOXKET ObITh MpuMeHeHne #D-o** B mose
3-6 ME exxemHeBHO [90]. MauHbII mogxon Haubonee 3pdeKkTuBeH Mpu HeOOJBIION OITyX0JeBO
macce. C UMTOPEIYKTMBHOI 1IeJbI0 MpU YypOBHE JieiikonuToB 6osee 100 ThIC. BO3MOXKHO
npUMeHeHue Jieiikadepesa (CuMIIToMaTnueckuit apdexr).

BepgeHne 6epeMeHHOCTHU PV OTCYTCTBUU CTA0OMIBHOTO ITTy0oKoro MO

Inmy6okuit MO cpokom MeHee 2 jetT M BMO MoOryT ObITb IpUEMIEMbIMU KIMHUUECKUMU
cuTyauusMu i HabmomeHuss 6e3 Tepanuyu MO0 TMpUMeHeHMsT MHTepdepoHa anbda. [pu
orcytcTBUM BMO mepepsiBbl B Tepanuy UTK SBAsSIeTCSI TPOTHOCTUYECKN HEOMArOMPUSITHBIM IJISt
nocjienywiiero orgeta Ha tepanuwoo. [Ipu notepe MO2 u pocre ypoBHs BCR-ABL >1 % BO Bpems
6epeMeHHOCTM I1eJIecO06pa3HO PAcCMOTPeTh MPUMEeHeHMe #MMaTMHMOa™* mam #HWIoTMHMO6a™*
riocse 15 Heenb 6epeMeHHOCTY B TOM JKe PeskuMe, YTO U 'y HeGepeMeHHbIX MaleHToK [88,89].

XMJI, BbISAB/ICHHbIN BIIepBbie BO BpeMsl 6epeMeHHOCTI

[pu nuarHoctupoBauuy XMJI B I TpumecTpe 6epeMeHHOCTY He06X0OMMO 0OCYIUTD C TTAllMEHTKOM
TpepbiBaHMe WIM COXpaHeHUe GepeMeHHOCTM C YYeTOM €ee WHAVBUIYAIbHbIX OCOOEeHHOCTEN
(Bo3pacr, coluaabHble 0COGEHHOCTY, COIYTCTBYIOIIME COCTOSTHUS) U (a3bl 3ab6oneBanus. [Ipu XD
XMJI BOo3MOKHO coxpaHeHue 6epemenHoctu. IIpu ®A m BK XMJI mokasaHo IpepbiBaHue. Ha
PaHHMX CPOKaxX OepeMeHHOCTY BO3MOKHO Hab/ofeHne 6e3 tepanmu uian tepanus #1d-o** B mose
3-6 ME exemHeBHO [90], mocie 15 Hemenu 6GepeMeHHOCTM PEKOMEHOBAHO HAYaTh TEPATio
#UMaTMHNOOM™** B TOM Xe pexuMe, YTO U y HebepeMeHHbIX ranyeHToK [88,89]. IIpu BeIsBIeHUN
XMJI Bo II-III TpumecTpe O6GepeMEHHOCTM PEKOMEHIOBAHO COXpaHEHMe OepeMeHHOCTU WU
TpoBeieHNe Tepanuyu #UMaTUHUOOM™* B TOM 3Ke peXume, UTO U y HeGepeMeHHbIX MaIMeHTOK.
[pu BeIsiBIeHMM XMJI B III TprmMecTpe, OTHOCUTENHHO HEOOIBIIOM JIEMIKOIUTO3€E U OXKUIAEMOMY



CPOKYy pOOOB B TE€UYEHME 1-2 Mecda1leB, BOSMOKHO OT/IOKMUTb Ha4daJiOo Tepaliuu OO0 pOmaoB. HpI/I
TpOM60LU/ITO3e BO3MOJXHO Ha3HAU€HME aHTUATrperaiToB.

Ponpl n kopmiienue

Cpoxu u croco6 pojopaspelieHus BbIOMPAIOT C YYETOM aKyllepcKuxX TokasaHuii. Ecim
JOCTaTOUYHBIN KOHTPOJIb KIMHUYECKUX MPosiBiieHMiT XMJI coxpaHsieTcst, ToKa3aHuil K IPOBeAeHII0
ponopaspelieHns paHbuie cpoka Het. [Ipu nporpeccupoBannu XMJI cienyeT pelinTb BOIIPOC O
JIOCPOYHOM pofopaspelennn. BozooHosmeHne tepanmu UTK 1ocie pogoB mpu OTCYTCTBUM WA
rmorepe BMO pekoMeHyeTCs] 6e30TIaraTebHoO.

el

WTK NMpoHMKAIOT B IPyJHOE MOJIOKO. YCTAHOBJIEHO, uTO 403bl UTK umatuumnba u HWIOTMHMUOA™™,
KOTOpble MOKET TIOAYYUTh peOeHOK TMpy TPYAHOM KOPMJIEHMM, 3HAUMUTETbHO HIUKE
TeparneBTuueckux [91], onHaxko acddexTsl Bo3neiicTBUs naxe Mainbix f03 UTK Ha mereit mepBoro
roja J>KM3HM HEeM3BEeCTHbI. [Ipy HeoOXOOMMOCTM IIPOBENEHMSI Tepaluu cpasy Iocie pOaoB
PEKOMEHIOBAHO MOAABJISTh JaKTALMIO.

Ecii K MOMEHTY pofioB coxpaHsieTcst y6okuit MO, BO3MOKHO MPOJIeHNe TiepepbiBa B Teparuu 1
IrpygHOe BCKapM/IMBaHMe IPU MOJIEKYISIPHOM MOHUTOpMHIe 1 pa3 B 4—-6 Hefenb U rOTOBHOCTU
MalyeHTKY 3aBepUINTh KOPpMJIeHMe TPy BO306HOBIeHM Teparnuy UTK.

B03MOXKHOCTB OTMEHBI Tepanun UTK YV IalueHTOB C I'JIYGOKI/IM MOJIEKY/ISPDHBIM OTBETOM

WccnenoBaHusi OTHOCUTENbHO BO3MOKHOCTM COXPaHEHMSI MOJIEKYASIPHOM peMUCCUM Tocye
orMeHbl Tepanuyu WTK mokassiBaoT, 4yTo OKoao 40-60 % 6o0mbHbIXx XMJI, C JOCTUTHYTHIM
CTabMIBHBIM [Ty0OKMM MO, MOryT 6e30ITacHO IMpeKpaTuTh Tepanuio UTK 6e3 BO3SHMKHOBEHUS
peniuauBa. IIpy BOSHMKHOBEHUM MOJIEKY/ISIPHOTO peliuanuBa, CBOeBpeMeHHbI BO3BpaT K Tepanuu
WTK mo3BossieT BHOBb JOCTHUYb Ty60Kkoro MO y MOAaBISIIOIIEro GONBIIMHCTBA MAlEHTOB [92—
94]. Moneky/JsIpHbIM peUMAMBOM II0C/Ie IIpeKpalleHMs Tepalnuy CUUTAeTCsl OLHOKpaTHOe
MIOBBILIEHE OTHOCUTENbHOI 3Kcrpeccun BCR-ABL 6omee 0,1 % mo IS (moreps BMO).
OCHOBbBIBasICh Ha HAKOILIEHHO! MHpopMauuu o pemuccuu 6es3 jmeuenus: (PBJI), B cOBpeMeHHBIX
PeKOMEeHIalMsIX TPeJIaraeTcss U3MEHUTb TaKTUKY BeIeHUsI TeX G0nbHbIX XMJI, y KOTOPBIX ObLI
ToJTyueH CTabIbHbIN Iy60kuii MO Ha doHe annrtenbHoii Tepany UTK.

HeoOxoxyMble KPUTEPUN U YCIOBUS /IS HAGTIOAEHUS NaleHToB ¢ XMJI B MOIeKYJISIpPHOI
pemuccuu 6e3 Tepanuu UTK B yUIOBUSX KIMHUYECKOI MPAKTUKA:

e Bospacr crapiue 18 et

e Hammune xpoHmueckoii hasnl XMJI

e JlnutenbHocTh Tepanuu UTK ot 3 et

e Hajnuue B aHaMHe3e MOATBEePKIeHHOro KomyuectBeHHbIM [P TunuyHoro tpanckpurnra p210
(b3a2/b2a2).

e CrabuibHbIN ITyO6OKMIT MONEKYISIpHbIi oTBeT (He meHee MO4; BCR-ABL <0,01 % mo IS) Ha
MPOTSDKEHMM KakK MMHMMYM 2 JIeT, NIPU 3TOM 3a TOJ, O OTMEHbI, NMOATBEPXKIEHHbBI Kak
MMHVMMYM B 3 aHa/iM3ax, B TOM Yucjie 00s13aTelbHO B 1a60paTOPUN, CTAHAAPTU3UPOBAHHOI 110
IS c uyBCcTBUTENBHOCTHIO HEe MeHee MO4,5.

¢ BO3MOXHOCTb IIpOBeHeHMSI MOJIEKYJISPHOTO MOHUTOPMHTA IOC/Ie MNpeKpallleHus Tepanuu B
ymabopaTopuy, CTaHOAPTU3UPOBAHHON TI0 IS (UYBCTBUTETBHOCTH He MeHee MO4,5), c
KPaTHOCTBIO €KeMEeCSIUHO B TepBble 6 MecsilieB HaOMoIeHNsT, Kaskable 2 MecsIia B TIepuog, OT 6
MecCsILeB 10 ToJa U Aajiee Kaxkable 3 Mecsiia B epuoy, nocie roga ormensl UTK.

e Hanmume BO3MOXKHOCTY BO30OHOBJIEHUSI Tepaly B TEUEHNE MecCsIla B CJIy4ae MOJEeKY/ISIPHOTO
peuyauBa (omHOKpatHas nmorepss BMO/ BCR-ABL >0,1% 1o IS, He TpeGyeT MOBTOPHOTO aHaIM3a
JJISI TIOATBEPXKIEHNMST) TIOC/Ie OTMEeHbI Tepanuy U MPOLOKeHMS] MOJIEKY/ISIPHOTO MOHUTOPUHTA
KaskIIble TpU MecsiIa 4,0 BOCCTAHOBJIEHMS IITy60Koro MO 1ocie BO306GHOBIEHNS JIeUeHUSI.

Haomogenus nmanueHToB ¢ XMJI B MosieKynsipHoii pemuccuu 6e3 tepanvu UTK B ycimoBusix
KJIMHUYECKON IPAKTUKU He MOKa3aHo:

e JlanyeHTam MoJioxke 18 et

e JlanuenTtam ¢ ®A mnu BK B aHamHe3e

o [Ipu 06IIEes IIUTETLHOCTY Tepay MeHee 3 JIeT

e [Ipu obeit myuTenpbHOCTU TITy60Koro MO MeHee 2 et

e OTCyTCTBME IIOATBEPXKIEHHOro KoamuecTBeHHbIM IIIIP TunmuHoro tpaHckpunra p210
(b3a2/b2a2) vy HanM4Ke aTUMUYHBIX TPaHCKpunToB p190 (ela2) wim p230 (c3a2).



e OTCYTCTBME BO3MOKHOCTM TIPOBENEHMsI DPEryAsIPHOTO MOJIEKYISIPHOTO MOHUTOPMHIA TOCIE
TpeKpanieHust Tepanuu B JIabopaTopuy, CTAHIAPTU3MPOBAHHON 110 IS (UyBCTBUTENIBHOCTH HE
meHee MO4,5).

daKkTOpPBI COXpaHEHM PEMMCCUM U CeJIeKUVS MalieHTOoB AJ1s npekpamieHusa tepanuy UTK

bnaronpusitHbie GpaKkTOpbl, CBUAETEIBCTBYIONIME 0 BO3MOXKHOCTHU nogaepkanus PBJI B HacTosIee
BpeMs SIBJISIIOTCSI ITPeIMEeTOM Jisi 06CykIeHMs. B GONbIIMHCTBE MCCIeNOBaHNI MOKa3aHO, UTO
Gosiee IIUTENIbHbIN CPOK JiIeUeHusT 1/miu rry6okoro MO accouumupoBaH ¢ 6ojibIleii BepOSTHOCTHIO
nionnep>kanust PBJI [92,94]. IIpoTuBopeunBbie JaHHbIE MTOMyYeHbl B OTHOIIEHNY TaKuX (akTopoB,
KaK: pe3MCTeHTHOCTh K mpeninecTByiomeli Teparuy WTK, BbicoKas rpymma pucka 1o Sokal,
BO3pacT, ITy6MHa MOJIEKY/ISIPHOTO OTBeTa nepen otMeHoit U'TK, a Takke rmokonenue UTK B mepBoit
auHvn Ttepanuu [92,94-97]. TlpucyTrcTBue TeX WM MHBIX (HaKTOPOB B HACTOSIIiEe BpPeMsI
paccMaTpuUBaEeTCsl KaK OTHOCUTENbHOE TMpOTHBONOKa3aHue K mombiTke PBJI. CiemyeT usberath
060011IeHMsT TPOTHOCTUYECKO! IIEHHOCTU KaKOTO-IMO0 OMHOro (hakTopa M B KAKIOM CIydae
OLIEHMBATb PUCK U TI0JIb3y MpPEeKpalleHs Tepaluy y KOHKPETHOro MalyeHTa [0 COBOKYITHOCTU
BCeX JTaHHBbIX.



KpMTepMI/I OL€HKM KauyeCTBa MQ,Z[I/IIJ,I/IHCKOIZ

IIOMOIIM

Kputepuun kavecTsa

YpoBeHb
y6eautenn-
HOCTH yeko-
MeHaaumn

YpoBeHb
AOCTOBEPHO-CTU
AOKa3a-TeNbCTB

BbinonHeHo noATBepXAeHWe  auarHosa CTaHAapTHbIM LMTOreHeTUYeCcKnm
nccnefaoBaHMeM KOCTHOrO Mo3ra W/Wav UccnefoBaHWEM KOCTHOrO MO3ra MeToAoM
FISH ans BbisiBNeHusa xumepHoro reHa BCR-ABL

@

BbimonHeHO noATBepXAeHWe AuarHosa [AaHHbIMU - MOJIEKYNSPHO-TeHEeTUYEeCcKoro
uccneaoBaHus C onpeaeneHneM Tuna TpaHckpunta BCR-ABL

MpoBeAeHa TapreTHas Tepanust UHMMEUTOPaMN TUPO3UHKUHAS 1-1 IMHUK

MpoBeseHa oueHka 3PdEKTUBHOCTU Tepanun WHrM6UTOpamMu TUPO3UHKWMHA3 1ok
JINHUM METOAOM CTaHAapPTHOrO LIMTOreHeTUYeCKoro MccaeoBaHns KOCTHOro Mosra u/
VAN MONEKYNSIPHO-FreHeTUYECKOro UCCNefoBaHns C KOIMYECTBEHHbIM OmnpeaesieHneM
OTHOCUTENbHOW 3Kcnpeccun TpaHckpunta BCR-ABL Ha cpoke 3, 6, 12 mecsues
TepanuuM U 4Yepes Kaxable 6 MecsueB nocne roga Tepanuu COracHO cxeme
MOHWUTOPUHIa 3(PHEKTUBHOCTHU

1 AnHun Tepanum

MpoBeseHa cMeHa Tepanuu 1 AMHUKM (MHIMBUTOPaMM TUPO3MHKMHA3) Ha npenapaThbl
2 UHUK npu BbISBEHUU Heydayu Tepanuu Ha nobom CpOKe Jsie4yeHusa corsiacHo
cXeMe MOHWUTOpUHra 3@PEeKTUBHOCTM U KpuTepues oTBeTa, Ha Tepanuio UTK 1-i
NUHUN

MpoBeseHa oueHka 3DPEKTUBHOCTM Tepanuu MHrMbuTopaMu TUPO3UHKMHA3 2-I
JINHUU METOAOM CTaHAapPTHOrO LIMTOreHeTUYeCKOoro MccieoBaHns KOCTHOro Mosra u/
WA MONEKYNSPHO-reHeTMYeCKOro UCCnefoBaHns C KOMYECTBEHHbIM OornpeaesieHneM
OTHOCUTENbHOW 3Kcnpeccun TpaHckpunta BCR-ABL Ha cpoke 3, 6, 12 Mecsues
Tepanuu U 4Yepes Kaxable 6 MecsueB nocne roga Tepanuu COracHO cxeme
MOHUTOPWHIa 3(PEKTUBHOCTN 2 IMHUN Tepanuu

MpoBeAeHa cMeHa Tepanun 2-i MHUM UHIMBUTOPaMKU TUPO3UHKWHA3 Ha npenapaThbl
3-i IMHUM NPU BbISIBNEHUW HeyAauu Tepanuu Ha Nto6oM CpoKe fiedeHus CoriiacHo
cXeMe MOHUTOpWHra 3(MMhEKTUBHOCTM U KpuTepuesB oTBeTa Ha Tepanuio UTK 2-i
NNMHUKM Tepannun

BbinonHeHO MOJIEKYTIAPHO-TEHETUYECKOE WUCCNedoBaHME TOYeYHbIX MyTaLlMI‘;I reHa
BCR-ABL B cny4yae BbiIBNEeHWUS Heyaauu Tepanuu 1 uam 2 NUHUKM Ha Nto6oM cpoke
NeYeHUss COrNacHO CXeMe MOHUTOPUHra 3PPEeKTUBHOCTU W KpUTepUeB OTBeTa Ha
Tepanuio UTK
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. Bunorpagosa Osnbra IOpbeBHa, 1.M.H., Tpod. Kadeapbl reMaTOMOTM, OHKOJIOTUN U JIyUueBO

teparmuu [BOYBIIO «Poccuiickuii HaydHO-UCCAeA0BATENbCKUI MeOUIMHCKUI YHUBEPCUTET»
um. H.M. TluporoBa M3 Poccumn, 3aB. MOCKOBCKMM TOPOIACKMM TeMaTOJIOTUUECKUM IIeHTPOM
I'BY3 I'KB um. C.II. BoTknHa, r.H.c. ®IBY «PenepanbHblii HAYUHO-KIVMHUYECKUI LIEHTP AeTCKOMN
reMaToJOTMM, OHKOJIOTMM U UMMyHosioruu um. [I. PoraueBa» Mwun3ppaBa Poccum, uneH
Poccuiickoro npodeccroHaIbHOTO o6ImecTBa OHKOTeMaTOJIOTOB, HaunonanbHOTO
remarosoruyeckoro obmecrsa (HI'O).

.TonenkoB AHaTomuit KoHCTaHTMHOBMY, O.M.H., Npod., 3aB. OTHEJIEHMEM KIMHUYECKOI

remartonoruu u ummyHorepanuu I'6Y3 MO MOHUKU nm. M.® Bragumupckoro, 3aciy>keHHbI
Bpau P® rnaBHBI reMaTojaor MOCKOBCKOi o6macty, akameMuk PAEH, ujeH DKCIepTHOro
coBeta PO 1o XpoHMUecKOMYy MMesoJeiiko3y, NpumianieHHbli uieH EBpomnerickoro Coserta
9KCIIEPTOB [10 MHOXXeCTBEHHOJ MMelIoMe.

. 3apuukuit Augpeit IOpseBuu, 1.M.H., Tpod. Kadbeapsl (HaKyabTETCKON Tepanmuyu € KypcoMm

SHIOKPUHOJOTUM, KapaMoIoruM ¥ GYHKIMOHAIBHOM MMATHOCTMKM C KiuHUKOI ®I'BOY BO
«ITepBo1it CaHKT-IleTepOYprcKkuit rocyqapCcTBEHHBI MEIUITMHCKIUIT YHUBEPCUTET M. akag,. V.11
[MaBnoBa» Mun3gpaBa P®, nupekrop WHcTuTyTa remartonoruu OIBY «C3OMUL um
B.A. AnmazoBa» Muu3sgpaBa P®, mnpencrasutens Poccum B MekayHapomHOM  GoOH/E
XpoHMYeckoro muesnoneiiko3a (International Chronic Myeloid Leukemia Foundation).

. KYBBMMHa JIapMca AHaTOJI]:eBHa, K.M.H., 3aB. HaYYHO-KIIMHNYECKMM OTOeJIeHNeM

BBICOKOJIO3HOVM XMMMOTepanuu U TpaHCIUVIAaHTaluM KocTHoro wmosra @OIBY «HMMUI]
remartonorun» Munsgpasa Poccuu, skcnept PAH, wieH HauyoOHaJIbHOrO remMaToOTMYeCKOro
ob1iecTsa.

. KyuieB Cepreii iBaHoBu4, 1.M.H., iupektop ®I'BHY «Meanko-reHeTUUeCKMIT HAYYHbII LIeHTP»

®AHO Poccum, 3aB. Kadeapoii MOJIEKYISIPHONM M KJIeTOYHOV reHetukyu I'BOY BO PHUMY wmm.
H.W. TluporoBa Mwun3gpaBa Poccuu, mIaBHBIM BHEWITATHBIM CIIEUMATNCT MO0 MEIULMHCKON
reHetuke MwuH3apaBa Poccuu, 1nipencepartens TpaBieHMsS AcCCOUMauuyM  MeOULIMHCKUX
TeHeTHKOB, uieH IIpe3uanyMa rpaBieHus «Poccuiickoro 061IecTBa MEOUIIVTHCKUX T€HETUKOBY.
Jlomaua Ensa l'amakTMoOHOBHA, K.M.H., B.H.c. HWJI oHKOTeMaTonoruu MHCTUTYTa reMaToI0TUun
OI'BY «C3OMUII mm. B.A. AnmasoBa», uieH HallOHaJbHOTO reMaTOJOTMUecKOoro o6IecTBa
(Caukt-ITeTep6ypr, Poccus).

MaprbinkeBnu Vpuna CremaHoBHa, 1.6.H., PYKOBOOMUTEIb JIaOOPATOPUM MOJIEKY/ISIPHOI
reHeTuky OIBY «Poccuiickuii Hay4HO-UCCIeNOBAaTeNbCKUI MHCTUTYT TeMaTOlIOrMu U
TpaHchysuonorum demepasbHOTO MeIUKO-6MOIOTUYECKOTO areHTCTBa», ujieH HallMoHaabHOTO
remMaToJIOrMYeCcKoro 061ecTsa.

MoposoBa Enena BiaguciaBoBHa, K.M.H., J0I. Kadbeapbl reMaTOMOTHM, TPAaHCHY3UOIOTUN U
tpaHcitanTomoruy [ICII6IMY um. akan. W.IT. ITaBmoBa, uineH European Leukemia Net (ELN)
(Cankr-ITeTepbypr, Poccus).

OoyxoBa Tarbsina HukudopoBHa, K.M.H., Bpay — J1ab0paTOpPHbBII TE€HETMK, 3aB. HAYYHO-
KIMHNYECKO mabopartopueir  kapuonormum @IBY THI[ MwuusgpaBa Poccun, uineH
HamyoHasbHOTO TeMaTOoJIOTMUecKOro o6miecTBa, Poccuiickoro o6IiecTBa OHKOT€MAaTOJIOTOB,
EBporieiickoro o61ecTBa U TOTeHETUKOB.

IMocnienoBa TaThsina MIBaHOBHA, [I.M.H., TTpo(., 3aCIy>KeHHbI Bpau Poccuu, popekTop Mo
HayuHoI1 pa6ore ®T'BOY BO «HOBOCHOMPCKIMIT TOCYIaPCTBEHHBI MEeIULIVHCKUI YHUBEPCUTET»
Mwunsapasa Poccun, 3aB. Kadenpoit Tepanuy, rematonornu u tpaHcdysmonoruu OIIK u I1I1B
@®I'BOY BO HIMY Mun3sgpasa Poccun, pykoBoauTesib [0poaCcKOTO reMaToI0TMYeCcKoro 1eHTpa T.
HoBocubupcka, rmaBHbiii remaTonor Cubupckoro ®emepanbHoro Okpyra M HoBocuGMpCKoii
obmactu, mpencenartenb MOO «Acconyanyst Bpaueii-remaronoros» (HoBocnbupck, Poccnms).
CymapukoB AHzapeit BopmucoBuy, 1.6.H., 3aB. 1abopaTopueit MOJEKYISIpHOI oHKooruyu ®I'BY
«HMMUI] rematonorun» Munsapasa Poccun, skcnept POOU, PHO, ®CBOK.



15.

16.

17.

18.

19.

20.

TypkuHa AxHa I'puropseBHa, 1.M.H., Tpo(., 3aB. HAYYHO-KOHCYJIbTATUBHBIM OTHEI€HNEM
XUMMOTEpanuu  MuenonponudepatuBHbix 3aboneBannii  OBI'Y THI MwuusgpaBa PO,
npeacenartesib pabodeil MCCIENOBATENbCKOM TPYIIBI IO XPOHUYECKOMY MMUEIONIEeNKO3y
Hamyonanbaoro T'emaTtonorndeckoro O6muiectBa (HI'O), pykoBoguTeab PoccuiicKoil Ipyrimbl 1
yjieH 3KcrepTHoro coeta ELN, EBporeiickoro reMaToJioTMYeckoro OOLIecTBa M0 M3YUYeHUIO
JIeIKO30B, WieH-TIpe[cTaBuTenb Poccuy B MeXAyHApOAHOM KOMMUTETE MO M3YYeHUIO JIeMiKO30B
M acCOUMMPOBAHHBIX ¢ HMM 3abonesanmii, IACRLRD World Committee, uien EBporieiickoii
MUCCIeA0BaTeNbCKOM  TPYIIbl IO  M3y4eHMI0 XpoHudeckoro wMuenosneiikosa (EICML),
aMepMKaHCKOi acconyanyu remartonoroB ASH (American society of hematology), Cubupckoro
06111ecTBa reMaTOIOIOB.

Layp TI'puropmii AHaTO/MBeBUY, [O.M.H., 3aB. jabopaTopueil MOJIEKYISIpHOI Ouonoruu,
uMMyHOdeHOoTUIMpOoBauus u naromopdonornu I'BY3 CO «O6nacTHas meTckasi KIMHUYeCcKast
6ompaUIIA N 1», 1. EKaTepuHOYpT, Bpau KIMHUUYECKON JlabopaTopHOoil nuarHoctuku I'AY3 CO
«/HCTUTYT MEIMIIMHCKUX KJIETOYHBIX TEXHOJOruii», r. ExarepmHOypr, wieH HaluoHaIbHOTO
obmiecTBa [EeTCKMX TIeMaToJIoroB M  OHKojoroB, uiaeH ELN, wied EBpormeiickoro
reMaToJIOTMYEeCKOro 06IecTBa M0 M3YYEHUIO JIeHKO30B.

®omuubix Muxann CepreeBud, K.M.H., H.C. DI'BY «Poccuiickmii Hay4yHO-MCC/IeI0BaTeNbCKUI
MHCTUTYT TeMartojoruu W TpaHcdysuonoruu DenepasibHOTO  MeAMKO-6M0IOTMYECKOTO
areHTcTBa», uwieH EHA, ASH, ELN.

YenpimeBa ExkatepmHa IOpbeBHa, K.M.H., C.H.C. HAyYHO-KOHCYJbTaTMBHOIO OTHeI€HUS
XUMMOTepAnuy  MuenonponudepaTuBHbIX  3aboneBanmii PI'BY  «HMUI] remaronorum»
Mun3snpasa Poccun, wieH HalyoHaabHOTO TeMaTo/IorMueckoro obmrectsa, ELN.

IllyBaes Bacuimit AHaTo/IBeBMY, K.M.H., C.H.c. ®OIBY «Poccuiickuii  Hay4dHO-
MCCIeIOBATENbCKMIT VMHCTUTYT TeMaToloruu u TpaHchysuonorum @DenepasbHOTO MeINKO-
610IOTMYECKOT0 areHTCTBa», uieH HaloHaabHOTO reMaToIOrMUYeCcKoro o61ecTsa.

IIlyxoB Oner AJIeKCaHAPOBMY, K.M.H., H.C. HayYHO-KOHCYJIbTaTMBHOTO OTHEJIEHMUS
XuUMMoTepanuu MuenonponudepatuBHbix 3aboneBannii  ®IBY «HMMUI] remaTonorum»
Munsapasa Poccun, uneHn HalmoHaapbHOIO reMaTo/IorMuyeckoro ooiectsa, wied EHA, ELN.

BJIOK 1m0 opraHM3anuy MeIUIIMHCKO ITOMOIIIV:

L.

2.

3.

T'eBopksH Turpan l'armkoBuy, 3amectuTenb nupekropa HUM KOP ®I'BY «HMMUIL] oHKomorumn
M. H.H. BioxuHa», ITaBHbIA CIeIMaauCT-OHKOI0T MOCKOBCKO# 06/1aCTH.

BaHoB Cepreit AHaTonbeBUY, A.M.H., npod. PAH, mupexkrop MPHII um. A.®. Ilpi6a —
dbwmmana OTBY «<HMUL] paguonorum» Munsnpasa Poccum.

HeBonbCcKux Ajiekceit AJieKceeBUY, I.M.H., 3aMeCTUTe/Ib OVPEKTOpa II0 jieue6HOoli padbore
MPHII M. A.®. IIp16a — punmana ®I'bY «HMUL] paguonorumn» Munsapasa Poccumn.

4. XainoBa JXaHHa BnagummupoBHa, K.M.H., 3aMeCTUTelb OMpPeKTopa II0 OpTraHM3alMOHHO-

MeTtomuueckoii pa6ore MPHII mm. A.®. Ipiba - dmwmana OIBY «HMMUIL pagmonorum»
Mwun3gpasa Poccun.

KoHQuIuKT MHTEpecoB: OTCYTCTBYET Y BCEX WIEHOB paboueii TPYIIIIbI.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYEeCKMX PEKOMeHIalun

IleneBass ayauTOpus KIMHMYECKMX PEKOMEHAALVI: CIIeIMaauCThl, MMEOII/e BbICIIee
MeIUIIMHCKOe 06pa30oBaHye MO CJIEAYIOUIMM CITeIMaIbHOCTSIM |

1. Bpaunu-remaTonoTHN.

2. Bpaun-oHkosnoru.

3. Bpaun-TepamneBThl.

4. Bpauu — akyuiepbi-rmHEeKOJIOTH.

5. Bpaumu 0061111 MpaKTUKMA.

6. Bpauu — kiinHNYeckue GapmMakoIoTH.

7. CTyneHTbl MeIULMHCKUX BY30B, OPAMHATOPbI U aCIIMPaHThI.

B maHHBIX KIMHUYECKMX PEKOMEHAALMSIX BCe CBeIeHMsT paH)XXKMPOBAHBI 110 YPOBHIO TOCTOBEPHOCTU
(moKa3aTenbHOCTM) B 3aBUCMMOCTM OT KOJMYECTBA M KaudecTBa MWCCIeNOBAaHMI MO AAHHON
pobieMe.

MeTopsbl, MCIIOIb30BaHHbIE JJIsI CO0Pa/CceNeKuyy JOKa3aTelbCTB:

- TIOVCK B 9JIEKTPOHHbBIX 6a3ax JaHHbIX;

- aHAJIM3 COBPEMEHHBIX HayUHBIX pa3paboTOoK I10 ITpobieMe paka nuineBona B PO 1 3a pyoeskoMm;
- 060611IeHEe TPAKTUYECKOTO OIbITA POCCUIICKUX ¥ 3aPYOEKHBIX CITEIMaTCTOB.

IOnst ouenku ypoBHsS YYP m V] 1Mo KaXIOMYy Te3UCy-PeKOMEeHIAlMM BBITIOJHEH OTHOEeIbHbIN
CUCTeMaTUUeCKuii 0630p AOKas3aTeabCTB 3MPEKTUBHOCTU U/MIM 6e30IaCHOCTUM MEeTUIIMHCKOTO
BMeIlIaTeabCTBA, BKIIOUAIOIINI CJIeAYION/e Tallbl:

1. OmnpeneneHne KpUTEPUEB TTOMCKA ¥ OTOOpA IMyOGIMKALIMIT O KIMHMYECKUX mccaemoBaunusax (K1)
abdexTMBHOCTU ¥/MaM 6e30MaCHOCTY MEIMIIMHCKOTO BMEMIATeNbCTBA, OMMCAHHOTO B Te3uce-
peKoOMeHalN.

2. CucreMaTu4eCcKuit MOMCK 1 0T60p myoamkanuit o KV B COOTBETCTBUM C OMpee/IeHHbIMM paHee
KPUTEPUSIMUA.

3. Onpenenenve V] u YYP Ha OCHOBaHUM pe3y/lIbTAaTOB CUCTEMATUYECKOrO TOMUCKa U oT6opa
ny6nukaimii o KU.

METOJII)I, UCIIO/Ib30BAaHHbIC IJIs1 KAUYeCTBa U CUJIbI JOKa3aTeJIbCTB:

e KOHCeHCYC 3KCIIePTOB
e Ouenka YOI n YYP mpoBOAUTCSI HA OCHOBAHMM €IMHBIX IIKAJI, IPeICTABJIEHHbIX B (Tabs. IT1-
3).

Ta6auma IT1. IlIkana oueHky ypoBHeit Y [T METOMOB AMATHOCTUKM (OMAarHOCTUUYECKUX
BMeIIaTeabCTB)

yvan PacwundpoBka

1 CucremaTnyeckmne 0630pbl NCCNeA0BaHMI C KOHTPONIEM pedepeHCHBIM METOA0M
WU cucrteMaTnveckmnn 0630p PaHAOMU3NPOBAHHBLIX KIMHUYECKNUX NCcnefoBaHnn C NnpuMeHeHMeEM MeTa-aHannsa

2 OTaenbHble UCCNefoBaHus C KOHTpONeM peq}epeHCHblM METOAOM WKW OTAeSibHble pPaHAOMU3MPOBAHHbIE KJIMHUYECKKNE
uccnegoBaHna U CUCTEMaTUYeECKUe O630pb| vuccnepoBaHuii  noboro ,CLVI33[7IHa, 3a MWCKNK4YEHUEM pPaHAOMU3UPOBAHHbIX
KIMNHUYECKNX VICC}'IS,C[OBBHI/IVI, C NpMMEHEHNEM METa-aHannsa

3 Wccnenosanns 6e3 nocneaoBaTeNlbHOr0 KOHTPONs pedepeHCHbIM MeTOAO0M WM UCCNefoBaHus C pedepeHCHbIM MeTOLOM, He
ABMANWNMMCA HE3aBUCMMbIM OT UcCieayemMoro Metoga Unm HepaHAoOMU3MpOBaHHbIE CpaBHUTE/IbHbIE NCCNEN0BaHNA, B TOM Yucne
KOropTHble nccnenosaHus

4 HECDaBHIATEI'IbeIe uccnegoBsaHnda, onmcaHue KInMHNUYeCcKoro cny4das

5 MmeeTcsa nuwb o6ocHOBaHWe MexaHu3Ma AeNCTBUSA UM MHEHWE 3KCNepToB

Taomuma I12. IlIkama omeHKM ypoBHeN VI @IS MeTOmOB MPOMWIAKTUKM, JIeUeHUS
U peabunmtanyy (Ipo@mIakTUIeCKUX, TIEUeOHBIX, peadMINTALIIOHHBIX BMEIIATETbCTB)

yaan PacwudpoBka

1 CucremaTtnyeckuii 063op PKU ¢ nprMeHeHneM MeTa-aHanusa



2 OtaenbHble PKU 1 cucTeMaTuyeckme 0630pbl UCCiefoBaHuil noboro AusaiiHa, 3a uckmodeHveMm PKW, ¢ mpumeHeHueMm MmeTa-
aHanusa

3 HepaHaoOMU3MpOBaHHbIE CpaBHUTENbHbIE UCCEA0BAHUSA, B T.4. KOFOPTHbIE UCCNef0BaHUS
4 HeCpaBHVITeJ'IbeIe nccnenoBaHnA, onucaHue KAMHUYECKOro cniyyas unv cepum cnydaes, nccneagoBaHus <<Cﬂyqal7I—KOHTp0}'lb>>
5 NmeeTcs nuwb 060CHOBaHWE MexaHU3Ma AeWCTBUSI BMeLLaTenbCTBa (AOKI’IVIHM“IECKI/IE MCC}'IE,ELOBBHI/IR) W MHEHWE 3KCNEPTOB

Ta6auma I13. Illkana oieHKM ypoBHei YVYP 1t MeTomoB MpobuIaKTUKI, IMarHOCTUKY, JTIeUeHUSI
u peabwiutauyuy (MPOPUIAKTUUECKMK, OUarHOCTUUECKUX, JIeUeOHbIX, peadMINTalMIOHHBIX
BMeIIATeIbCTB)

YYP Pacwudposka

A CunbHas pekoMeHzauus (BCe paccMmaTpuBaeMble KpuUTepuu 3(PdOEKTUBHOCTU (MCXOAbl) SBASIOTCA BaXHbIMM, BCe
nccnenoBaHUAa UMEKT BbICOKOE UK YAOBIETBOPUTEIbHOE METOA01I0MMYeCcKoe KavyecTso, UX BblBOAbl MO UHTEPECYOLWUM
ncxoaam ABnAKTCA COI’}'IaCOBaHHbIMI/I)

B YcnoBHas pekomeHaauus (He Bce paccMaTpyBaeMble KpUtepumn 3phekTUBHOCTU (MCXOAbl) SBASIOTCS BaXHbIMU, He BCe
nccnefoBaHNs UMEIOT BbICOKOE WAM Y[ OBNETBOPUTE/IbHOE METOA0/IorMYeckoe KayecTBO W/WAWM WX BbIBOAbI MO
MHTEpecyIoLWMNM NCXOAaM He SBNISIOTCS COrnacoBaHHbIMU)

C Cnabas pekoMeHgauus (OTCYTCTBME [oOKa3aTeNbCTB HaA/lexallero KayecrtBa; BCe paccMaTpuBaeMble KpuUTepuu
3Cb¢)EKTMBHOCTI/I (I/ICXO,ElbI) HE ABNATCA BaXXHbIMKU, BCE UCCIEA0BAHNA MMEKOT HU3KOE METOA0/I0OrMYEeCKOoe KavecTBo
M X BbIBOAbI MO MHTEPECYOWMM NCXO0AaM HE ABNAOTCA COI’I‘IaCOBaHHbIMVI)

HNuaukaTopbl JOGPOKaYeCTBEHHOM KAMHnYeckoi npakTuku (Good Practice Points — GPPs):

,HO6pOKa‘~IECTBEHHaH IIpaKTUKa pEKOMeH,ZlaLU/Iﬂ OCHOBLIBA€TCA Ha KBa]'II/I(l)I/IKaLU/II/I " KIIMHNYEeCKOM
OITIbIT€ aBTOPCKOI'0 KO/JIEKTMBA.

METOI[])I, UCIIO/Ib3OBAaHHbIE OJIsd q)OpMYJII/l]JOBaHI/lﬂ pEKOMEHJZ[aI_IMﬁI KOHCEHCYC 3KCIIEPTOB.

JKOHOMMYECKMII aHa/JM3: aHaAu3 CTOMMOCTM He [POBOAWICS, MybauKanuyu 1o
(hapMaKOIKOHOMMKE He aHATM3UPOBAJINCH.

MeTon BaIMaAU3aIMM PEKOMEeHIAIii:

e BHemHssa SKCIIEpTHas OLIEHKa
L4 BHyTPEHHHH OKCIIEPpTHAaA OLI€HKa

OnucaHue MeTOAa BaJIMAU3AL MM PeKOMeHIaluii:

Hacrosiiye pexkoMeHOaLyM B IIpeIBapUTEIbHOM BepCUM pPeleH3MPOBAaHbl He3aBUCUMBIMU
9KCIIepTaMM, KOTOpble  IIONPOCWIM  IPOKOMMEHTMPOBATh MPEKOIE BCEro, HACKOJIbKO
MHTepIIpeTanys JOKa3aTeIbCTB, JIeKaIllyX B OCHOBE PEKOMEH/IALNii, JOCTYITHA JJIsl TOHUMaHMs.

[TonyueHbl KOMMEHTapuUM CO CTOPOHBI Bpayveil-IeTCKMX OHKOJIOTOB I€PBUYHOTO 3BeHa
B OTHOIIIEHUY JOXOIUMBOCTY U3JIOXKEHNSI PEKOMEHIalNi U UX OI[eHKU BasKHOCTU PEeKOMEeHaIunit
KaK pabouyero MHCTPYMEHTA IMOBCETHEBHOM MPAKTUKMA.

KommeHTapuu, momydeHHbIe OT 3KCIIEPTOB, TIIATEIBbHO CHCTEMATU3UPOBAINUCH U OOCYXIATNCH
npeAcenateseM ¥ uwieHamMu paboueit rpymmbl. KaXkgplii TMYHKT OOCY)KHAICS ¥ BHOCKMbBIE B
pe3ysbTaTe 3TOr0 M3MeHeHUs B PEeKOMEeHAAIMM PEerucTpUpoBainCh. ECiM ke M3MEHEHMs] He
BHOCUJTUCh, TO PETUCTPUPOBAINCH TPUUMHBI OTKA3a OT BHECEHUST U3MEHEeHMIA.

KoHcynpTauumu M SKCOepTHasi OlleHKa: IIPOeKT peKOMeHJallMii peleH3MpPOBaH TakxKe
He3aBUCUMBIMM IKCIIEepPTaMi, KOTOPbIX IIOMPOCWIM TPOKOMMEHTUPOBATh IIpeXie BCEero
IOXOOUMBOCT UM TOYHOCTh MHTEpPIpeTaluy O0Ka3aTeJbHOM 0asbl, JeXallleili B OCHOBE
peKOMeHIaluiA.

Insi  OKOHYaTeNbHOV  pemakiMu WM  KOHTPOJAS  KauecTBA pPeKOMEeHZAIMM  TOBTOPHO
MPOAHAIM3UPOBAaHbl WieHaMM Daboueii TPYMIbl, KOTOPble MPUIUIM K 3aKITIOUEHMI0, YTO BCe
3aMeYyaHMus M KOMMEHTapuUM SKCIIePTOB MPUHSTHI BO BHUMAaHME, PUCK CUCTEMATUUECKNX OIIMOOK
Tpu pa3paboTKe peKOMEeHJAIINI CBeIeH K MUHUMYMY.

ITopsmOK 0GHOBIEHMS KIMHUUECKNX PEKOMEeH AL

MexaHn3M OOHOBJIEHUSI KIMHUUECKMX PEKOMEHIAIMII MpeqycMaTPUBAeT UX CUCTEMATUYECKYIO
aKTyaau3aluio — He pexke yeM 1 pa3 B 3 rofa, a Takke [Py MOSIBJIEHMM HOBBIX JAHHBIX C IO3ULIUU
JIoKasaTeIbHOW MEOMIIMHBI 110 BOIIPOCAaM AMAaTHOCTUKM, JiedeHus, TpOoPUIaKTUKU U
peabuauTaly KOHKPETHBIX 3a00/eBaHMii, HaJMuMy OOOCHOBAHHBIX JOMOIHEHMIT/3aMeuanmii K
paHee yTBepkaeHHbIM KP, HO He yaie 1 pa3a B 6 MecsI1eB.



Pemenuie 06 o6HOBieHUM mpuHuMaeT M3 PO Ha OCHOBe Mpe[jIOXKeHUN, MpPeCTaBIeHHBIX
MeIUIVHCKMMY HEeKOMMEPUECKUMU MPOoQecCHOHaTbHbIMU opraHusanusmu. ChopmMupoBaHHbIE
MpeaJIoKeHUsI [OO/DKHBL  YYUTBIBATH PE3Y/AbTaTbl KOMIUIEKCHOJM OLIEHKM JIeKapCTBEHHBIX
TperapaToB, MEIULIVTHCKUX U3EJINIA, a TAK)Ke Pe3y/IbTaThl KIMHUYECKOI arpobannmn.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

[aHHbBIe KIMHUYECKME DPeKOMeHZAIMM pa3paboTaHbl C YUYeTOM CIeIylouMX HOPMATUBHO-
TPaBOBBIX JOKYMEHTOB:

1. lMpuka3 Munsapasa Poccun ot 10 anpesst 2017 r. N 203 1 «O6 yTBep>XKOeHUM KPUTEPUEB OLIEHKNU
KayvecTBa MeIUIIMHCKOV TTOMOII».

2. Ilpuka3 Munsgpasa Poccun ot 15 Hosi6pst 2012 . N 930H «O6 yrBepskaeHun [TopsiaKa oKasaHust
MeIMIVTHCKO TOMOIIY HaceJIeHNIO IO MTPOMIMITIO «TeMaTONIOTHSI».

AKTyasibHble MHCTPYKIMM K JIEKQPCTBEHHBIM IIperiapataM, YIOMMHAaeMbIM B JaHHBIX
KIMHUYECKUX PEKOMeHAALMSIX, MOSKHO HaiiTy Ha caiite http://grls.rosminzdrav.ru.
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IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

[iry60K0yBaskaeMbli ... !

V Bac BbISIBJIEHO 3a60sieBaHMe — XPOHUUECKMIT Muestosneiiko3. IIpyu passutuy XMJI BO3HMKAET KIIOH
JIEMIKO3HBIX KJIETOK, KOTOPbI BBITECHSIET KJIETKM HOPMaJIbHOTO KPOBETBOPEHMSI B KOCTHOM MO3Te.
Jleiiko3HbIe KJIETKM COIEepKaT MapKep 3TOro 3abosieBaHus — Gunanenbhuiickyio xpomocomy (Ph+)
u/win  TpaHckpunt BCR-ABL. [laHHble MapKepbl BBbISB/SIIOTCSI TMPU  LIUTOT€HETUUECKOM
MUCCIeNOBaHMM  KOCTHOTO ~ MO3ra  WIM  MOJIEKYISIDHO-T€HeTMYEeCKOM  MCCIIefOBaHUMU
nepudepndeckoir KpoBu. XMJI Hepemko BBISBASETCS IPU CIydaifHOM aHajau3e KpPOBU, U
KIVHNYECKNe CUMIITOMbBI 3a007eBaHMSI HA MOMEHT €ero IMATHOCTUKM MOTYT OTCYTCTBOBATb.
OmHako B ¢Jlyyae OTCYTCTBUSI CIelM(UUeCKOTo JieueHus] Hen36eXKHO MPOUCXOAUT IMOCTerleHHas
nporpeccus 3a60/1eBaHMSI.

HOns nedenus nauyeHTOB ¢ XMJI NIpUMMEHSIOT COBPEMEHHYIO ILleJIeHAlPaBJIe€HHYI Tepamnuio —
npenapaTtbl MHIMOUTOPbI TUPO3uHKMHA3 (MTK), 4TO IMO3BOMSIET MOOUTHCS 3HAUUTETBHOTO
YMEHbIIIEHMS] UMCIa JIEKO3HBIX KJIETOK ¥ ONpenessieT OJaronmpusiTHbIN [OATOBPEMEeHHbIN
TpOTHO3 3aboneBaHus. B HacTosmee Bpems B Poccuiickoiit demepauyy JOCTYITHBI NHTUOUTOPDI
TUpO3VHKMHA3 1 wm 2 TmoKomeHusl. Bbpibop Tipemaparta [jisi Bamiero JjeueHusl Tepanuu
ocyuiecTBisieTcss ¢ ydeToM (asbl 3abosneBaHMs], COMYTCTBYIOLIE! MATONOTMM U TOOOUHBIX
addexToB Kaxkmoro UTK, B COOTBETCTBMM C COBPEMEHHBIMM PEKOMEHAAIMSIMM 110 Teparuu XMJL.
B GonbimHcTBe cryuaeB XMJI BBISIBISIETCSI B XpOHMUeCKoi ¢ase (XD), u jieueHne MPOBOIUTCS
aM6ynaTopHo. OFHAKO IIPY HATMYMY [TOKA3aHUI MOXKET OCYIIECTBISTHCS TOCTIUTATN3AIMSI.

OcHoBHOJ npuHUMIT Tepanuy XMJI — MHOYKIMS OTBeTa Ha JieUeHMe UM IIOLABJIeHMe KJIOHA
neiikeMmuyeckux Ph+ KJIETOK C 1IeJbI0 CHVDKEHMSI PUCKA TIporpeccuu 3abosieBaHus. Pe3ynbTaThbl
TOJBKO OOILIero aHauM3a KPOBU IOCIE HOCTVSKEHMS IOMHON TeMaTOIOTMYecKoil peMMUCCUM He
SIBJISIIOTCSL  IOCTATOYHO MHGOPMATUBHBIMU JJIsI OlLlEHKM OTBeTa Ha Tepamnuio. OCHOBHBIMU
MeTOoIaMM OIeHKM OObeMa JIeffKO3HOTO KJIOHa W [apameTpaMy, XapaKTepU3YIIUMU
abdexTrBHOCTD Tepanuy pyu XMJI, SIBASIOTCS UMTOTeHETUYEeCKMe U MOIeKY/ISIPHO-TeHeThYecKne
METO[bI MCCeN0BaHNS

KmoueBpiMm mpu XMJI gBsieTCS CBOeBpeMEHHOe IepekaoueHne Ha 6ormee 3(QeKTUBHbIE
rperaparsl Ipy Heyjaue Tepanuy MepBOi JIMHUM U CBOEBPEMEHHOEe pelleHye BOIpoca BOIPOC
O BBITNIOJIHEHUYM QJJIOT€HHOM TPaHCIUIAHTALM KPOBETBOPHBIX KJIETOK KOCTHOTO MO3ra. sl Toro
YTOOBI OITPEJENNUTD MOKA3aHMSI K MPOJO/KEHNIO JIEUeHMSI MJIM K CMeHe Tepalluii, OTBET Ha JIedeHye
npu XMJI onpepnesnsior, Kak ONTUMAJIbHBIN, HeyJaua MUianu mpenynpexneHue. Ha Kaxkgom cpoke
HaOJIOIeHNST CYILeCTBYIOT CBOM KPUTEPUY IJIsI STUX OTIpeeIeHIA.

OnTMManbHBIM OTBETOM Ha JieueHue Tpu XMJI cumTaloT: CHU>KeHMe ypoBHST TpaHckpurta BCR-
ABL <10 % uepe3 3 mecs1ia, <1 % uepes 6 mecsitieB u <0,1 % uyepe3 12 MecsilieB JieyeHMUs, a TaKKe
YaCTUUHBIN UMTOTeHeTHdYecKuit orBeT (Ph+ <35 %) uepes 3 mecsara Tepamuyu U TIOTHbIN
uutoreHetuueckuit orsetr (TILLO) Kk 6 mecsuam Tepanuu. ONTUMa/IbHBI OTBET MPU XOpOoIei
IIepPeHOCHMOCTY JIEUEeHUSI, CBUIETENbCTBYeT O OJaronpusiTHOM IIPOTHO3€ W JIUTENTbHOI
BBDKMBAEMOCTY 6e3 IporpeccupoBanmst. [Ipy ONITUMaJTbHOM OTBETE U JJINTETbHOM BbDKMBAEMOCTH
6e3 MporpeccUpoBaHNs, Tepanys OYIeT MPOmO/IKEeHA B IPESKHEM PeXKIME.

Heynmaua Tepamuu TMpefiiojaraeT ITOBBINIEHHbI PUCK IpoOrpeccuy 3aboieBaHMs U SIBJISETCS
OCHOBOJT IIJIT OOCYKIEHMSI BOIIpOCa O I1e/1IeCO00PA3HOCTM M3MeHeHMs Tepamuu. IIpy Heymaue
Tepamnuu B MEPBYI0 OYepeab HeOOXOOMMO OIEHWUTH MPUBEPIKEHHOCTh MAalMeHTa K JIeYeHUIO, T.€.
peryJIsipHOCTb MpueMa npenapata. Kpurepusmu Heymaum Tepanum SBISIOTCS: ypoBeHb BCR-ABL
>10%, Ph+ >95% 1 OTCyTCTBME TeMaTOJIOrMIecKOro oTBeTa uepes 3 mecsiia; BCR-ABL >10%, Ph+
>35% uepes 6 mecsiiieB; BCR-ABL >1%, Ph+ >0% uepes 12 mecsiieB. PakTopaMy pycKa Heymauy Ha
3 Mecsiiia Tepanuu sBisieTcss ypoBeHb BCR-ABL> 10%, Ph+ >65%. Ec/iu HeOCTaTOUHbIII OTBET He
CBSI3aH C HapylleHMeM TpueMa mpemnapaTa OyoyT MPOBOAUTCS aHauM3 myTaluii reHa BCR-ABL.
[Ipy Tepanuy MMaTUHMOOM OyfeT BBIMIOJHEHO TepekaoueHne Ha UTK2 n1bo MoBbIlIeHNe 03bI
uMmatuHub6a. Bbibop WTK mpu wu3MeHeHUM JiedeHUst OymeT OCYLIECTBASATbCSI C YYETOM
COITYTCTBYIOIIEN MATOIOrM, TO60UHBIX 9 deKTOB 1 aHann3a myTtanuit BCR-ABL.

K KaTeropmm mnpenyrnpexaeHusa OTHOCATCA IIPOMEXYTOUYHbIE 3HAaUeHMSI OTBETOB. HpI/I HaInunm
HEGJ'[aI‘OHpI/IHTHbIX (I)aKTOpOB U BbICOKOJ Ipyninbl puUCKa, OJd 3TOM KaTeropmm I1aliMeéHTOB



paccMaTpuUBalOT yBeanueHue o3bl uiu 3ameny UTK.

Takum o6pa3om, 3¢pGeKTUBHOCTb Tepanuy y Bac ruiaHupyeTcst olieHMBaTh uepes 3, 6 u 12 mecsiiieB
or Havana jgeueHus UTK. B 9Tu cpoku 3aruiaHMpPOBAHO BBITIOJHEHME IMYHKIMM KOCTHOTO MO3ra,
LIUTOTEHETHYECKOe M MOJIEKY/ISIpHO-TeHeTuYeckoe uccienoBanue. Ilocne moctmskenus IO mo
pesyiIbTaTaM LIUTOTeHETUUECKOTO MCC/IemoBaHysI (IIPU OTCYTCTBUM Ph-TOJIOKUTETbHBIX KIIETOK)
OTBET Ha JieueHye OYIeT OIeHUBAThCS TOJBKO MOJIEKY/ISIPHO-TeHETUYECKMM METOIOM, TaK KaK OH
MMeeT GOJIbIIYI0 UYBCTBUTENBHOCTb. ByleT peryisipHO OCYIIEeCTBISAThCS 3a60p Iepudepnueckoi
KPOBU U OIlpefe/ieHlie OTHOCUTEeIbHOI sKkcrpeccu BCR-ABL, a IyHKIMST KOCTHOTO MO3ra OymeT
BBITIOJTHSATBCS TOITBKO B OCOOBIX KIIMHNUECKUX CUTYaIUSIX IO PEIIeHNIO Balllero Bpayva.

Ha xaxkzmom Bu3uTe K Bpady MpPeIyCMOTPEHO OIleHMBAaTh mMepeHOocumocTb Tepanuu WTK, 1o
pe3ynbrataM 6ecelibl C MAalMeHTOM, (GU3UKAIBHOTO OCMOTPA M OIE€HKU KIMHUKO-Tab0PaATOPHBIX
rapaMeTpoB: OOIIero aHaIM3a KPOBY, OMOXMMIYECKOTO aHaIM3a KPOBU. B ciryyae BOSHUKHOBEHMUSI
TOKCMYHOCTYU OYAYT AAHbI AOTOJIHUTENbHbIE PEKOMEHAAIMM, C YIETOM CTEIeHEeli TOKCUYHOCTU U
ee JJINTeNbHOCTHU.

B Hacrosimee Bpemst XMJI OTHOCUTCST K TeM 326071€BaHMSIM, KOTOPbIE XOPOIIO KOHTPOIUPYIOTCS C
nmomMomrbio Tepanuu WTK. TMonyueHne mIyboKoii pemuccuy 3abojeBaHMS — TaK Ha3bIBAEMOIO
[JTYOOKOTO MOJIEKY/ISIPHOTO OTBETA, IIPM KOTOPOM YPOBeHb aKkcrpeccuyt BCR-ABL He omnpenesnseTcs,
MOYKET OBbITh KOHCTAaTMPOBAHO IIOC/AE HECKOIbKMX JieT Tepamuu. OZHAKo Oaxke IMpU TIy60KOM
MOJIEKY/ISIDHOM OTBETe, IO COBPEMEHHBIM peKOMeHZalMsIM, MTOKa3aHO IMPOJOJDKeHME JIeUeHMsI
WTK B NOCTOSIHHOM pEeXMMe, TaK Kak Ja’ke MUHMUMAaJbHbIA 00bEM OITyXOJIEBOTO KJIOHA MOKET
CTaTh MCTOUHMKOM peLIMBa IIPU OTMEHe JIeueH s .

BakHO OTMETUTH, UTO yCIIeX JeueHMss BO MHOTOM OyIeT 3aBMCETh OT Baileii mpuBepsKeHHOCTU
Tepanuu — T.e. CIef0BaHMS peKOMeHIalMsIM CIIelMaliCcTa ¥ TTOCTOSIHHOMY TIpUeMy IperapaTos C
yUeTOM TOTO, YTO JieueHue OymeT TIPOBOAUTHCS Ha TPOTSDKEHUM psfa JieT. YUUThIBast
ONTMMMCTUYHbIE PE3yJAbTaThl [JIUTENbHON BBDKMBAEMOCTY TManyeHToOB (12-7meTHsAs o6ias
BBDKMBAEMOCTb 10 85 %), CyIecTByeT peasibHasi epCIrieKTyBa 00Iei MPOIO/KUTETbHOCTY KU3HH,
COITOCTaBMMOJi C TAKOBO¥ B 0GBIUHOI TOITYISILIAMA.

B caydae pasBUTHMS PE3UCTEHTHOCTM 3a00/ieBaHMsl, HEUYBCTBUTEIbHOCTM K IIPOBOAMMOMY
JIeUEHMI0, HEeNepeHOCHMOCTY JieueHusi, GYIyT TPUHSTHI BC€ Mepbl IO BbIGOPY HasbHelilne
ONITMMAaJIbHOJ TakTuKe Bamiero Bemenns. Ha6momaroone Bac Bpaun Bcerma roToBbl oka3aTh Bam
KOHCY/IbTaTUBHYIO ¥ JIEUe6HO-IMarHOCTUUECKYIO TTOMIePIKKY.

PeromeHmanum IIPpU OCIOKHEHUAX XMMUOTEPAIINU — CBA3ATbhCA C Bpa‘lOM-OHKOJIOI‘OM!

1) ITpyu noBbILIeHMM TeMIlepaTypsl Tena 38 °C u BbllIe:

2) IIpu cromaTture:

e JleTa — MeXaHUYECKOe, TepPMUYECKOe IaKeHNE;

e Yacroe mojiocKaHue IMOJOCTM pra (KaXkabIii yac) — pomalika, kopa ayoa, mrandeit, cMa3bIBaTh
POT OBIEITMXOBBIM (ITEPCUKOBBIM) MaCJIOM;

e OO6pabaTbIBaTh MOJOCTD PTA IO PEKOMEHAAIIMY Bpaya-0HKOJIOTA .

3) I[Ipu suapee:

e JleTa — UCK/IIOUUTh JKMPHOeE, OCTpOoe, KOIMYeHoe, CJiadkoe, MOJIOYHOE, KJIeTYAaTKY.
MoskHO HEXMpPHOe MsICO, MyUYHOE€, KMCJIOMOJ/JIOYHOE, pVICOBbIﬁ OoTBap. O6unbHOE IINTbE;

4) IIpu TomrHOTE:

[IprHMMAaTh OpernapaTsl 10 PeKOMeHAIlUK Bpaya-0HKOJIoTa




IIpunokenmne I.

IMIpunosxenue I'l. llIkasa OLeHKY TSDKECTU COCTOSIHUS MMALMEHTAa 110 BepCcumn
BO3/ECOG

HasBanue Ha pycckoMm s3bike: IlIkana OIEHKM TSPKECTM COCTOSIHMS IIalMeHTa II0 BepCUu
BO3/ECOG.

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

Wctounnk  (odummanbHblii  caifT  paspaboTumkoB,  IMybGmuMkanus  C  BaIuganyen):
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].

Tur: mKkansa OLleHKMN.

HasHaueHue: omicaTh YpoBeHb (DYHKIIMOHMPOBAHMS MAI[ME€HTa C TOUKY 3PEHNsI ero ClioCOGHOCTH
3a60TUTHCS O cebe, MOBCEAHEBHON aKTMBHOCTU M (PU3MUECKUX Crioco6HOCTel (Xombpba, pabora u
T.I.).

CopmepskaHue (I1abJI0H):

Bann OnucaHwne

0 MauneHT NONHOCTbIO aKTUBEH, CMOCO6eH BbIMOMHATL BCE AEWUCTBUS, KaK 1
Ao 3abonesaHusa (90-100 % no wkane KapHOBCKOro)

1 MauneHT HecnocobeH BbINOMHATL TsXeNnyl paboTy, HO MOXET BbIMOMHATL NIErKylo WAM cuasdyto (Hanpumep,
Nerkyto AOMaLUHIo UK KaHuenspckyto paboty, 70-80 % no wkane KapHOBCKOro)

2 NaumeHT neuntca ambynaTopHo, CNocobeH K caMoobCNyXUBAHUIO, HO HE MOXEeT BbINONHATbL paboTy. Bonee 50 %
BpeMeHu 604pCTBOBaHNS NPOBOAMT aKTUBHO — B BepTUKaNbHOM nonoxeHun (50-60 % no wkane KapHOBCKOro)

3 MaumeHT cnocobeH NUWb K OrpaHMYeHHOMY camMoobCnyXuBaHuWio, NPoOBOAWT B Kpecne unu noctenu 6onee 50 %
BpeMeHu 6oapcTBoBaHns (30-40 % no wkane KapHOBCKOro)

4 WHBanua, coBeplleHHO He crocobeH K caMoobCnyXuBaHMio, NPUKOBaH K kpecny unu noctenu (10-20 % no
wkane KapHoBCKOro)

5 CmepTb

Kiou (nHTEpIipeTanys): NpuBeAeH B caMOJi IIKaJe.

IIpunosxkenue I'2. llikasma KapHoBcKkoro

HasBaHue Ha pycckom sg3bike: [lIkana KapHoBckoro.
OpurnHanpHOe Ha3BaHMe: Karnofsky Performance Status.
VcTouHMK (0pUIMaIbHbIA CAliT pa3pabOTYMKOB, ITYOIMKALINS C BaJuAaIMei):

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].

Twur: mKkasna oleHKN!.

Hasnauenne: onmcaTth ypoBeHb (QYHKIMOHUPOBAHMS TTallIEHTa C TOYKM 3PEeHMS ero CII0COOHOCTH
3a60TUTHCSI O cebe, TTOBCEJHEBHOI aKTMBHOCTY U (GM3MUYECKMX CIIOCOOHOCTeH (xombba, pabGora
UT.A.).

CopepskaHue (11a0/10H):

LWkana KapHoBckoro

100 - CocTosiHne HopManbHoe, *anob Het
90 - CrnocobeH K HOpMasibHOV AEATENbHOCTU, UMEIOTCS HE3HAUUTENIbHbIE CUMMTOMbI AW NPU3HaKK 3a6oneBaHus

80 - HopMaanaﬂ AKTUBHOCTb C YCUIMEM, UMEKOTCA HE3HAUYUTE/IbHbIe CUMMTOMbI MM NPU3HaKK 3aboneBaHuns



70 - O6cyxunpaeT cebsi caMOCTOSATENbHO, HE CNOCcobeH K HOpManbHON AESTENbHOCTU UK aKTUBHOM paboTe

60 - HyxaaeTcs nepuMoanyecky B MOMOLLM, HO CMIOCO6eH CaM yA0BNeTBOPSATL 6OMbLUYIO YacTb CBOMX NMOTPEGHOCTEN
50 - HyxxaaeTcsi B 3Ha4YUTENIbHOM MOMOLLM M MEAULIMHCKOM 06CITY)XXUBaHUN

40 - WHBanua, HyxaaeTcs B cneLnanbHON NOMOLM, B T.4. MEAULIMHCKOW

30 - Tsbkenas MHBaNMAHOCTb, NOKa3aHa rocnuTanmsaumns, o4HaKo CMepTb HeNoCpeACTBEHHO He yrpoXxaeT
20 - Tsxenblit 601bHOM. Heo6X0ANMbI rocnMTanusaumst 1 akTUBHOE fleYeHne

10 - YMupatowmi

0 - CmepTb

Kirou (MHTEpIipeTanns): npuBeneH B CaMOIi 1IKaJIe.

IIpunoskenne I'3. CIMCOK mpernapaToB, Yy KOTOPBIX BO3MOKHO
MeXx/IeKapcTBeHHoe B3aumogericteue ¢ UTK
Hambonee 3HauMMble MeXKJIE€KapCTBEHHbIE B3aMMOIENCTBMS BO3MOXHBI Mexmy WTK
U TIperapaTaMu, yOJauHSomuMMu uHTepBas QT (Tabm. I14), a Takke IperapaTaMy, KOTOpbIe
SIBJISIIOTCSI cybcTpaTamu 1utoxpoma p450 (taba. I15) [43].

Ta6aua I'3.1. CriMcok rperapaToB WK TPYII IIperapaToB, YIIMHSIIOMMX uHTepBaa QT

Fpynna npenapatoB HasBaHusa npenapaToB WAK rpynn npenapaTtosB

AHTUapuTMMyeckme AMunogapoH**, Cotanon**

MpoTuBo3aNUNenTuyeckne DeHUTOUH**

AHTMaenpeccaHTbl Amutpuntunnn**, Liutanonpam, Ummunpamun**, Mapokcetnn**, Ceptpanun**

MpoTnBoannepruyeckune cpeacrsa AndeHrngpammnn**, NlopatagnunH**

AnypeTtnku WMHpanamug**

BnokaTtopbl KanbLMeBbIX KaHanos Hudeannuu**

MpoTnBOMNKPOGHbIE Makponuabl, PTOPXMHOMNOHbI

MpoTuBoonyxonesble Mblwbsika Tpuokeng, TaMmokcuder**

AHTUMNCKUXOTUYECKME Xnopnpomasun**, Knosanux, iponepugon**, fanonepugon**, Pucnepmnaon**

FopMOHbI 3agHel fonu runodursa OkTpeoTna**

Ta6aua I'3.2. Cricok Hanbosee BaXKHbIX MHTMOUTOPOB WM MHIYKTOPOB LIMTOXpoma P450

Ctumynsatopbel CYP3A4/5, cHmxalowme UHrn6utopsl CYP3A4/5, nosbiwiatoume
KOHUeHTpauuio UTK KOHUueHTpauuio UTK B nnasme
B naasme
[ NOKOKOPTUKOUAbI AMropapoH** N30Hnasng**
puseodynbBUH AHacTpo3on** UTpakoHason
[ekcameTasoH** A3UTPOMULIMH** KeTokoHason
DeHUTonH** KnaputpoMuumn** MeTpoHuaason**
KapbamazenuH** Knotpumason MwukoHaszon
OkckapbaszenuH** LinknocnopunH** HopdnokcaumH
[MporecTepoH** HaHazon Omenpason**
Pudpabytun** [ekcameTasoH** OKCHKOHa3on
Pucamnmunn Anntnazem MapokceTur**
CynbdaammnanH Auncynbdupam XWUHUH
DeHnnbyTasoH OpUTPOMULIMH CepTuHaon**
®deHobapbutan** STUHUN3CTpaanon CepTpanun**
3Tocykeumma** dnyokceTuH** Bepanamun**

DdnyBoKCaMuH

[ecTtoneH

[pelindpyToBbI COK

IIpunokenne I'4. Kpurepun TOKCMUYHOCTU

HasBaHue Ha pycckom si3bike: Kpurepuu TokcuyHOCTM HallMOHAIBHOTO MHCTUTYTA paKa
OpurnHaibHOe Ha3Bauue (eciu ecthb): National Cancer Institute Common Toxicity Criteria

Uctounuk (opuumanbHbiii caiiT pa3pabOTUMKOB, MTyGAMKAIUS C
https://ctep.cancer.gov/protocolDevelopment/electronic_applications/ctc.htm

Ba/IMpanuenn):

Twumn: mkana oleHKNu

Hasuauenmne: Kpurtepum TtokcuuHoct NCI CTCAE v5.0 momoraioT omnpenenuTh CTeleHb
TOKCMYHOCTY HEXKeIaTeJbHOIO SIBJIEHNS, C 1Ie/IbI0 OMpee/ieHN s TAKTUKY BemeHus. B Tabnuie I'4.1
MpeACTaB/ieHbl KPUTEPUM TeMaTOJOTMYEeCKOil M HereMaToJIOrMueckoi TOKCMYHOCTU, KOTOopast
MOKeT HabmromaThest mpu Tepanuu UTK.

O1ieHOYHbI MHCTPYMEHT, COZiepykaHme, KoY (MHTepIpeTanys): cM. Tao/. ['4.1



Tao6muiia I'4.1. Kputepun Tokcmunoctyt NCI CTCAE v5.0 (n36paHHOe)

He>xena- CreneHn TOKCUYHOCTH
Te/IbHOoEe
sABJ/IeHne
1 2 3 4
FEMATOJIOTMYECKAS TOKCUYHOCTb
remo-rno6uH HIMH* - 100 r/n 100 - 80 r/n 80 - 65r/n XKu3Heyrpo-xatowme

OC/IOXHEeHUs, Heobxoanmma
HEeOTNOXHasa Tepanua

JlenkouunTbl

HIH - 3,0 x 0%/n

3,0 - 2.0 x 10%/n

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

<1,0 x 10%n

HewiTpo-dunbl

HIH - 1,5 x 09/n

1,5-1,0 x 10%/n

1,0 - 0,5 x 10%/n

<0,5 x 10%/n

TpomM60-LUTbI

HIH -
75,0 x 10%/n

75,0 - 50,0 x 10%/n

50,0 - 25,0 x10%/n

<25,0 x 109/n

HIH = HUXHASA rpaHULa HOpMbI

JTABOPATOPHbIE OTK/TIOHEHUSA

LLlenoyHas BrH* - 2,5-5,0xBlrH 5,0 - 20,0 x Br'H >20,0 x B'H
docdarasa 2,5 x Br'H
Bunmpy6ux BrH - 1,5 x BrH 1,5- 3,0 x BM'H 3,0 - 10,0 x BrH >10,0 x BrH
ACT BMH - 3,0 x BrH 3,0 - 5,0 x BrH 5,0 - 20,0 x BFH >20.,0 x BMH
ANT BrH - 3,0 x Br4 3,0 -5,0xBrH 5,0 - 20,0 x BrH >20,0 x Br'H
JNnnasa BrH - 1,5 x BrH 1,5-2,0xBrH 2,0-5,0xBrH >5,0 x BM'H
Fvnep-rnukemuns YpoBeHb FIIOKO3bl YpoBeHb rIOKO3bl 13,9 - 27,8 wmmonb/n, >27,8 MMOnb/n,
HaTowak BrH - 8,9 HaTowak 8,9 - 13,9 Heobxoamuma XKU3HEeyrpoxato-Lme
MMONb/N MMonb/N rocnutanvsaums OC/TOXKHEHUS
*BIH — BepXHsa rpaHuLa HopMbl
OTEKW (MEPUGEPUYECKUE)
OTekun nvua JlokanusoBaHHble OTekM | YMepeHHble oTeku nuua, | Tsdkenble otekn, | -
nvua orpaHuymBato-Lme orpaHuuymBato-me
noBceAHeB-Hyto noBCeAHEB-HYIO
aKTWBHOCTb aKTMBHOCTb U CNOCOB6HOCTH
K caMoo6CNyXn-BaHUIO
OTeku TynoBuLa OTeyHoCTb unm 3aMeTHoe  crnaxusaHue | Tskenble otekn, | -
crnaxusaHune aHaTOMMYeCcKnx orpaHuuymBato-Lme
aHaTOMMYECKUX o6pa3oBaHuii, noBceAHEB-HYI0
obpa3oBaHuii npu 3anonHeHne KOXHbIX aKTMBHOCTb U CNOCO6HOCTH
MEeCTHOM oCMOTpe cKknazgok, 3aMeTHOe | K caMoo6CiyXun-BaHUIo
NCKaxeHne
aHaTOMMYeCKnx
KOHTYpOB,  OrpaHuyeHue
noBCeAHEBHOW
aKTUBHOCTM
OTeKn KOHeYHo- 5-10 % pasHvua B 10-30 % pasHuMua B >30 % pasHuua -
cTeit OKPYXHOCTSIX OKPYXHOCTSIX B OKPYXHOCTSIX
KOHEUYHOCTEN, OTEYHOCTb | KOHEYHOCTEN, 3aMeTHoe KOHeuHocTeln Tsxenble
unm crnaxuBaHue | crna-xusaHue aHaTo- OTeKW, OrpaHuuuBalo-Lime
aHaTOMMYeCcKnx Muyeckux 06pa-30BaHui, NoBCEAHEB-HYIO
obpa3oBaHuii npu 3anon-Hexune KOXHbIX aKTMBHOCTb 1 CNOCO6HOCTH
MeCTHOM oCMOTpe cKknazaok, 3aMeT-Hoe | K caMoobCnyXu-BaHUIo
NCKaxeHne
aHaTOMMYeCcKnx
KOHTYpOB, Orpa-Hu4eHue
rnosce-AHEBHOWN aKTuB-
HOCTK

TOKCNYHOCTb CO

CTOPOHbI XXE/TYAOYHO-KNLEYHOIO TPAKTA

AVeTbI

TowHoTa MoTteps annetuta 6e3 CHUXeHMe npuema num HepocrtatouHoe -
V3MEHEeHUs 06bI4HOW 6e3 3HaumMMmoro CHK- notpebnexve Kanopuin unm
AVeTbI XKeHns Macchl Tena, nuwm, Heob6x0-AMMOCTb
Aernapata-uum Mnn | 30HA0-BOrO nuTaHus,
HeAoCTa-TOYHOCTU  NuTa- napeHTepanbHOro NUTaHus
HUA WU rocnuTanmsaumm
PBoTa 1-2 anu3oaa (c 3-5 3MN13040B (c >6 3N13040B XKusHeyrpoxa-towme
WHTEpBasoM He MeHee 5 VHTEpBanoM He MeHee 5 (c uHTepBanom He mMeHee 5 OCNIOXK-HEeHUA, Heobxo-
MWHYT) B TedyeHune 24 MWHYT) B TeuyeHune 24 MUHYT) B TeyeHve anma HEOTNOX-Has
Yyacos Yacos 24 yacos, Heob6xo0AMMOCTb | Tepanus
30HA0BOrO nuTaHus,
napeHTepasnbHOro NUTaHus
VNN rocnuTanmsaumm
[Anapes YyauleHue ctyna meHee 4 YyaleHune ctyna po 4-6 YyaweHne cryna 7 wn XKusHeyrpoxa-towme
pas B AeHb; nerkoe pas B AeHb; 6onee pas B [AEHb; OCNOX-HEeHUA, Heobxo-
HeaepxaHue cTyna; avMa HeoTNIoX-Has
HeobXoaAnMOoCTb Tepanus
rocnutanusauum;
3anop Meproanyeckue mnm Mepcuctupyto-wne 3anopbl ¢ Heobxoaumo- | XKusHeyrpoxa-toume
peakve nposiBNeHuns; CYMMTOMbI C PerysisipHbiM CTbIO PY4YHOI 3Bakyauuu, 0C/IOX-HeHus, Heobxo-
peakoe npuMeHeHne MCrnonb3oBaHneM orpaHu4ymBato-me avMa HEeoTNIoX-Has
npenapaTos, npenapaTos, noBCeAHEB-HYIO Tepanus
N3MEHSIoLLNX N3MEHSIoLLNX aKTMBHOCTb U CNOCO6HOCTb
KOHCUCTEHLIMIO CTyNa uam KOHCUCTEHLMIO CTyna unu K caMoobCnyxu-BaHuo
cnabuTenbHbIX, KJWU3MbI; cnabuTenbHbIX,  KAU3MbI;
VN3MEHeHVe AneThbl orpaHuyeHune
noBceaAHeBHOW
aKTUBHOCTKN
Cromatut CUMNTOMOB HeT wnun YmepeHHas 60nb, He BbipaxeHHas 6onb, XKusHeyrpoxa-towme
HeBbIpaXeHHbIe; BAUsIOLLAsA BAUsOLLAsA Ha OCJIOXK-HEHUs, Heob6xo0-
BMeLlaTebCTBO He Ha noTpebreHne nuwwy, notpe6neHne nuwm yepes | AuMma HeoTNIOXK-Has
TpebyeTcs Heo6-XoaMMO M3Me-HeHue poT Tepanusa

BOJ1b




Hexena- CreneHun TOKCUHHOCTH
Te/ibHOe
sABAeHne
1 2 3 4
ApTpanrusa HesHauutenbHas 6onb YmepeHHas 605b, BbipaxceHHas 6onb, -
(6onn B orpaHuyuBatoLas orpaHuuyu-Batmolme nosce-
cycTaBax) NnoBCeAHEBHYO LIHEBHYIO aKTMB-HOCTb
aKTUBHOCTK M _ Cnoco6-HOCTb K caMo-
obcnyxuBaHuio
Bonb B KOCTSX He3HauuTenbHas 60nb YMepeHHas 60nb, BblpaxkeHHas 60nb, -
orpaHuymBatoLas orpaHun-ymsatoLas
noBCeAHEBHY0 NoBCeAHEBHYIO aKTUBHOCTb
aKTUBHOCTK " Crnoco6HOCTb
K caMoo6CyXun-BaHuo
Muanrus HesHauutenbHas 6onb YmepeHHas 6ornb, BbipaxxeHHas 6onb, -
MbllleYyHas orpaHuymBsatoLlas orpaHun-ymsatoLas
0J1b) noBCeAHEBHY0 NoBCeAHEBHYIO aKTUBHOCTb
aKTUBHOCTK n Crnoco6HOCTb
K caMoo6CnyXu-BaHuo
FonosHas 6onb HesHauutenbHas 6onb YmepeHHas 605, BbipakeHHas 6onb, -
orpaHuymBsatoLlas orpaHu-ymsatoLwas
noBCeAHEeBHY0 NoBCeAHEBHYIO aKTUBHOCTb
aKTUBHOCTb " CnocobHoCTb
K caMoobCnyxun-BaHuto
KOHCTUTYLUMOHANIbHASA TOKCUYHOCTb
CnabocTtb CnabocTtb npoxoaut | Cnaboctb He npoxoauT | CnabocTb He npoxoaut | -
nocne otabixa nocne oTabIxa, nocne oTAabIxa,
orpaHuymBaeT orpaHumymsaeT
NoBCeAHEBHYO NoBCeAHEBHYIO aKTUBHOCTb
aKTUBHOCTb " Crnoco6HOCTb
K camMoo6CnyXun-aHuio
JInxopaaka 38,0-39,0 °C 39,0-40,0 °C >40,0 °C npopomkuTenb- >40,0 °C npoaonmxuTenb-
HOCTbIO MeHee HOCTblo 6onee
24 yacos 24 vacos
YBenuue-Hue 5-10 % oT wucxoaHoun 10-20 % OT wucxopHoM >20% OT UCXOAHOM Macchl -
Macchl Tena Macchbl Macchbl
MoTeps Macchbl 5-10 % oT wucxoaHoM 10-20 % OT wucxoaHowm =20% oT MUCXOAHOMN -
Tena Macchl,  BMellaTeNbCTBO Macchl, HeobxoanMa Macchl, HeobxoanMo
He TpebyeTtcs HYTpULIMOHHas 30HA0BOE n
noasepxka napeHTepasnbHoe NuTaHune
KAPOANOBACKY/IAPHASA TOKCUYHOCTb
mnepTeH-3usa MpernnepTeHsns ApTepuanbHas ApTepuanbHas XXusHeyrpoxato-wime
(cucrtonnyeckoe ALl 120- runepteHsna I crenexu runepTeHsuns OCNOXHEHUS
139 MM pT. CT. WM (cuctonuyeckoe ALl 140- I cTeneHn (3nokayecTBeH-Has
nvactonuyeckoe Al 80- 159 MM. pT. CcT. wm (cuctonnueckoe Al 6onee runepTeHsus,
89 mm avactonuyeckoe A 90- 160 MM pT. CT. wm npexoasiwme nnu
pT. CT.) MM pT. cT.); Anactonuyeckoe Al 6onee MOCTOSIHHbIV
Heob6xoAMMO 100 MM pT. cT.); HEeBPONOrNYeCcKnin
MeJMKaMeHTo3-Hoe HeobxoanMo AeUUNT,  runepToHMYec-
BO34eicTBue; MeAMKaMeHTo3Hoe KU  Kpu3), Heobxoauma
peuvavBupylo-lllee  Uan BO3/4eicTBMNe; HeobxoaMMo HeoTNIoXHas Tepanus
noctosiHHoe (bonee 24 6onee oAHoro
4);  cMMNTOMaTM4Yec-KWi | NleKkapCTBEHHOro
NOABEM AMACTONIMYECKOrO npenapata unu  Gonee

AasneHns cebie 20 MM
pT. cT. unn 6onee 140/90
MM PpT. CT., ecnu paHee
6b1710 B Npefenax HopMbl;
TpebyeT MOHOTEpanumn

MHTEHCMBHAs Tepanusi YeMm
paHee

HOEPMATONTIOMMYECKASI TOKCUYHOCTb / KOXHbIE MOKPOBbI

Anoneuus

MoTepst Bonoc
A0 50 % OoT HopManbHOro

KONMMYecTBa He3aMeTHoe
Ha paccTosiHum,
BO3MOXHO CKpbITb

C MOMOLWbK MpUYECcKn,
WWNHbOHA NN Napuka

Moteps  Bonoc  Gonee
50 % OT HOpManbHOro
KONMYecTBa, 3aMeTHoe
ans OKpYXatoLmnx,
HeOGXOAMM WWHBOH Wnun
napuk,  cBsi3aHHas  C
ncuMxocounanb-HblM
ANCKOM-(OPTOM

CyX0CTb KOXW MeHee 10 % MokpbiBaeT MokpbiBaeTr 6onee 30 % -
NnoBEPXHOCTU Tena, He 10-30 % nosepx-HOCTN noBepXx-HOCTN Tena
CBSi3@aHO C 3puTeMol unu | Tena " CBA-3aHO M CBA3aHO C  3y-/AOM,
3yaom C 3puUTEMO WAWM 3yaoM, orpaHu-ymBaeT nosce-

orpaHuymBaeT [IHEBHYO aKTWB-HOCTb
noBCeAHEeBHY0 M _€nocob-HoCTb K caMmo-
aKTUBHOCTb o6cny)nBaHUo

3ya Cnabbiit nnu WNHTEHCUBHBIN nwnu WNHTEHCUBHbI unu -
NOKaNM30BaHHbIN 3ya, pasnuTon npexoasLnii pasnuTom MOCTOSAHHbIN
HeobxoanMa MecTHas | 3y4, cnedbl  pacyecos orpaHuymBaeT
Tepanus (oTek, CbinNb, CCafuHbI, CnocobHoCTb

nuxeHundburkaums), K CcamMo06CyXKN-BaHUIO
Heobxoauma  cucTeMHas WA COH, HeobxoanMbl
Tepanus, OrpaHu4MBaeT npueM KOpTUKO-CTeponoB
noBCeAHEBHYO mnu MMMyHoOCynpec-
aKTUBHOCTb CcMBHas Tepanus

MaTtHucro- MaTtHucTble mnn MaTHucTble wnmn MokpbiBaer 6Gonee 30% -

nanynesHas nanyJnesHble BbiCbINaHUs, nanynesHble BbICbINaHMS, noBepX-HOCTN Tena

CbIMb nokpblBakoLme MeHee nokpeiBatowme 10-30 % C HaIM4YMEM CUMNTOMOB
10 % nosepxHoCTU Tena noBepXx-HOCTN Tena mnu 6e3 CHMMTOMOB,

C Haau4ymem CuUMMNTOMOB
nnu 6e3 cumntomoB (3ya,
XoKeHue,
HanpsiXXeHHOCTb)

C Hananymem CuMMnTOMOB
nnu 6e3 cumnTomoB (3yA,
XoKeHue,
HanpsiXeHHOCTb),
orpaHnyusato-me
noBCeAHEB-HYHO
AKTUBHOCTb

orpaHuyusato-wmne
noBceAHEB-HYI0
aKTUBHOCTb U CNOCOBHOCTL
K caMo06CNyXn-BaHUIO




