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OTBECTBEHHBIMI  MCIIOJHUTEJIb: MACYAH AJIEKCEM  AJIEKCAHJIPOBUUY,
JUPEKTOP WHCTUTYTA TEMATOJIOTUM, HWMMVYHOJIOTUN W KIIETOYHBIX
TEXHOJIOTUM ®I'BY «®HKI[ ATOU HM. IMUTPUS POTAYEBA» MWH3JIPABA
POCCHUN

PEIIEH3MPOBAHUE, OBCYXXJIEHUE COJIEPXKAHMS PEKOMEHJIAILIMN ITPOXOJIUIIO
HA CAUTE HOJI'O, B XOJIE PABOUMX COBEIIIAHMIA, ChE3/10B.

XPOHUYECKH MUEJIOUJTHBIN JIEMKO3

Ho3os0ornyeckas rpynmna:
Chronic myeloid leukemia
Kox mo MKB-10 — C92.1
ICD-O M9875/3

Onpenesienune

XpoHuYeckui MuenouaHbIN Jeiko3 (XMJI) sBisercs ocoboit dhopmoit remMo0s1acTo30B,
XapaKTePU3YIOMICHCSI B HAYajdbHOHW CTaAMU MHEIONPOIH(EPATUBHBIM POIECCOM,
3aTparuBarOIIUM MHUCIOHIHYIO U TPOMOOIIUTAPHYIO JTMHHUIO KPOBETBOPHOM CHCTEMBI, a B

KOHEYHOHU — TpaHc(opmalmen B OCTPBIN JeHK03 MUEIIOMIHOTO WA TUM(POUTHOTO TUIIA.

OcHoBHasi uH(popmManus

3aboneBaemMocts XMJI coctaBnsier 1-2 ciydas Ha 100000 B3pocioro HaceneHus B
rox (15-20 % ot Bcex city4aeB JIEHKO30B y B3pOCIbIX). boJeloT mpenMyniecTBEeHHO JI0I1
CpeHEro Bo3pacTa: MUK 3aboeBaeMOCTH puxoauTes Ha Bo3pacT 30-50 net, okxomno 30 %
cocTaBIIsItOT OonbHble crapume 60 jer. MyX4uHbl OOJEIOT HECKOJIBKO Yallle >KEHIIUH
(cootnomenue 1:1,5). V nereit Ha nomro XMJI npuxoxutcs He 6onee 3% Bcex ciiydaeB
JIEHKEMU.

XMIJI pas3BuBaercsi B pe3yJbTaTe 3JI0KAYECTBEHHOM TpaHCPOpMalMi paHHUX
IUTFIOPUIIOTEHTHBIX TE€MOIIOATHYECKUX MPEIIECTBEHHUKAX. [[UTOoreHeTnyeckumMm Mapkepom
XMIJI sBnsiercss mpuoOpeTeHHass XpoMocoMmHas Tpanciokamus t(9;22) (gq34; qll.2),
KOTOpas Mmoyiy4yriia HazBaHue (uanenbduiickoit xpomocomsl Ph(+) u oOHapyxuBaeTcst BO
BCEX JIMHUAX MHENOHIHON nud@epeHIUpoBKM U B HEKOTOPBIX JIUMQOLUTAX.
BosuukHoBenue Ph’-xpomocomsl, sBisitorneiics yKOpoueHHOH 22-ii  XpOMOCOMOH,
MPOUCXOIUT B pe3yibTaTe PEUUNPOKHONW TpPAHCIOKAMM U OOMEHa TIeHEeTHYECKHM

MaTepuaioM Mexay xpomocomamu 9 u 22: 1(9;22) (q34; q11.2), B pe3ynbrate nepeHnoca



TeHETHYECKOTO MaTepHuaia ¢ 9 Ha 22 XxpoMocoMy Ha Heil oOpasyercsi xumepHbiii TeH BCR-
ABL1, npoaykr kotoporo - Oemoxk p2l0 sBusercs  THUPO3MHKHHA30H ¢
KOHCTUTYLMOHAIBHON AaKTMBHOCTbIO 0€3 BHYTPEHHEH WMHTHOMIMM B OTJIMYHE OT
npupoaHoii abl-kunasel.  Bemok p210 ydyacTByeT B peryisiud CHTHAIBHBIX ITYTCH,
OTBETCTBEHHBIX 3a KJIETOUHBII pPOCT, aKTUBALMIO, MU HEepEeHIIUPOBKY, all€3UI0 U AMIOMNTO3.
Okcrnpeccusi BCR-ABL  Tupo3uHKMHA3bl B TE€MOIOATHYECKUX MPEAIIECTBEHHUKAX
OPUBOAMT K  HApYIIEHUIO HOPMAJbHOTO  (YHKIMOHMPOBAHUS  KJIETKH U €
310KayecTBeHHOM TpaHchopmanuu. Co BpeMeHeM KIIETKHU, COJIepKaliue NaTOJOTHYEeCKHi
6enmok p210, BBITECHSIOT HOpPMAaJIbHbIE CTBOJIOBbIE KIJIETKU. B MOMEHT yCTaHOBJICHHS
nuarHoza Ph’(+) xpomocoma BeisiBisiercss B 90-100% kieTOK KOCTHOrO Mo3ra OOJBHBIX
XML

EctectBennoe teuenne XMJI ¢ KIMHUYECKOW TOYKU 3peHMs MOJpa3zensercs Ha 3
nepuoja: XpoHuueckyro dasy, ¢azy akceinepanuu U ONACTHBIM KpHU3, XOTA
XapaKTePUCTUKU SKCIIPECCUM TE€HOB HWJEHTHYHBl IpuU OJacCTHOM U Kpu3e U B (ase
akcenepanuu. 3a0oJeBaHHE MOXXET OBITh BIEPBBIC BBIBICHO B 000 U3
BBILIENIEPEUNCIECHHBIX cTaauil, XoTs B 90-95% ciyyaeB AMarHoCTUpyeTcs B XpOHUYECKOU
dbaze.

[Ipu oTcyTcTBUU JIeUEHUST MeAMaHA BBDKMBAEMOCTH IMAIMEHTOB COCTaBIsieT 2,5 — 3
roga. Ilpu nedenun OycCynb(paHOM W THIPOKCUMOYEBHHOH, BO3MOXXHO 3HAUYUTEIHHO
YMEHBIIUTh OITYXOJIEBYI0 MacCy M JTOOUTHCS KIMHUKO-T€MAaTOJOTHMYECKOW PEeMHCCHUH,
OJIHAKO Ha ITOW Tepalmuu HEBO3MOXHO NOOUTHCS HU dpaauKkaiuu Ph'-monoxxurenbHOro
OITyXOJIEBOTO KIJIOHA, HHU Ja)Xe MUHHMAaIBbHOTO BOCcTaHOBieHHsS Ph’(-) kpoBeTBopeHHS.
BopkrBaeMocTh OOJBHBIX IIPU MPOBEACHUM XUMHOTEPANuu cocTasisiia 3,5 — 5 net. XoTs
710 HacCTOSIIEr0 BPEMEHU €JMHCTBEHHBIM JIEYEOHBIM MOJIXOO0M, CIIOCOOHBIM HMPUBECTH K
Ouosiornyeckomy nznedeHuto or XMJI sBiseTcst aJuloreHHasi TpaHCIUIAaHTALUsl KOCTHOTO
MO3ra, MEIMKAMEHTO3Has Tepanus C TOMOIIbI0 HMaTWHMOa Me3uwnara M JIPYrux
uHruoutopoB TtuposuHkuHaz (MUTK) oTkpbula HOBbIE BO3MOXKHOCTHU JUIMTEIBHOTO
KOHTPOJIS JIEHKEMHUYECKOTO KJIOHA M IMO3BOJSIET JOOUTHCS TMOKa3aTeneld BBDKUBAEMOCTH,
3HAUUTENIBHO  TPEBBILIAIONINE  PE3YJIbTaThl  AIJOTEHHOW  TpaHCIUIAHTALMH, — J1aXe
BBIMIOJJHEHHOW B wHAcanbHbIX ycnoBusx. Ilocnme BHeapenus WTK apyroit meton
nexapcTBeHHOM Tepanuu XMJI — pekoMOMHaHTHBIA HHTEpPepoH-ab(da B COUETAHUU C
MaJIbIMU JI03aMH  IIUTO3MH-apaOWHO3MJa MCIIONB3YEeTCS TOJNBKO Yy TMAIUEHTOB, He
NepeHoCAIMX JeuyeHne HU ogHuM u3 jgoctynHbix MTK. B memom pacuerHass oOrmas
MATUIETHSAS. BBDKUBAEMOCTb Yy OOJBbHBIX, MOJYYarOIIMX HMMAaTUHUO B KadyecTBE IEPBOM

JUHUAWA Tepanuu, cocTaBisieT 89%, 4YTO TO3BOJISET PEKOMEHIOBAaTh HMMATHHHO BCEM



B3pocabiM OosbHBIM XMJI B KadecTBe Tepamuu MEepBOU JIMHUM JedeHHs. HakomiaeHHBIA
OTBIT SIBIISIETCS OYEHb OOHAJCKUBAIOIINM, IMOCKOJIbKY, MApaJOKCaIbHO, TPU JICUYCHUH
MMaTUHUOOM OTMEUEHO 3aMeJICHUE TEMIIOB MPOTPECCUPOBAHUS 3a00JICBAHUS B TCUCHHE
nepBbix 5 mer neuenms (1,5 %2,8 %,1,6%, 0,9%, 0,6%). YV nmereit mpoCHeKTHBHBIE
MHOTOILIEHTPOBBIE HccienoBanus d¢pdextuBHocTH Tepanmuu MTK mepBoro m BTOpOro
MTOKOJICHUSI €Ill¢ HE 3aKOHYEHBI, OJJHAKO HMMEIOIIUECS Ha CETOJHS JaHHBIE TOBOPST 00
UICHTHYHOU 3(P(EKTUBHOCTH MPEapaToB MO CPABHEHHUIO CO B3POCIBIMH. B TO ke Bpems,
y naereil mpobiieMa AOJATOoCpOYHBIX MOOOYHBIX 3(dektoB Tepanuun UTK sBusercs Gonee
CEphE3HOM, HEXKEIH Y B3POCHBIX, IOCKOJBKY TIOCTOSHHAS WHTUOHMIUS Pa3IMYHBIX
(DU3HONIOTHMYECKH aKTUBHBIX THPO3WHKWHA3 B PA3BHUBAIOIIEMCS M PACTYIIEM OPraHU3Me

MOKCT pCAIN30BaATHCA B ITIOKA HCU3BCCTHLIC KIIMHUYCCKUC 3(1)(1)61@1,1.

Kpurepun nuarnosa
Jlst XMJI THIIHYHEI Clleyronue KIMHUKO-TEMAaTOJIOTMYEeCKUE IPU3HAKU !

VBennueHue cene3eHKu

Jletikormmros3> 10x109 /i

Lupkynsiuus B nepueprudeckoil KpOBU HE3pesbIX (GOpM IpaHyJIOUUTOB (MHEI00IacTOB,
MIPOMHEIIOLUTOB, MHEJIOLUTOB, METAMHUEIIOIIUTOB)
[ToBpIlIeHNE KOTMYECTBA MUPKYIUPYIOMIHMX 0a30(HIOB B 03MHOPHIOB> 5%
TpomboruTo3> 450x109/n
Anemus < 100 r/n
OtcyrcTBue MoHonuTo3a > 1000/mMKa
Bce BpIenepeunciieHHbIE MPU3HAKK TTO3BOJISIIOT € JOCTaTOYHOW JOJIEH JOCTOBEPHOCTH
3aIMo/103pUTh, HO HE JOKYMEHTHpOBaTh AuarHo3 XMJI, koTopelii 00s3aTenbHO JOKEH
OBITH TIOATBEPXKIICH OOHapy)keHrueM Ph(+) XpoMOCOMBI ITpy PYTHHHOM IUTOT€HETHYECKOM
ananuse, tpanciokaiuu t(9;22) (q34; ql11.2), meromom FISH wiu obuapyxennem PHK

xumepHoro rena BCR/ABL1 MeTo10M moMMepa3HO# EMHONW Peakiinu.

Omnpenenenue ¢pa3z XMJI (cornacHo kpurepusim European Leukemia Net 2007):
Xponuyeckas ¢pa3sa:

Jletikomuros> 10x109 /n

Hannuue B nepudepuyeckoit KpoBU He3penbiX (JOpM MUETIOUIHOTO psia
bazopwmnus

Do3uHOpUIHS

OTcyTCTBHE MOHOILIMTO3a



bnacto3 B nepudepuueckoit kposu < 5%

bnacto3 B koctHOM Mo3re < 10%

da3a akcejepanun

bracto3 B kocTHOM Mo3re nuiau nepudepudeckoit kposu 15-29%

bnacter + npomuenonutsr > 30%

bazopumus> 20%

TpombouunTonenust <100x109 /n, He cBs3aHHAas CO CHEUU(UUYECKUM JICYCHUEM
(xumuoTepanus, UHTEPPEPOH, UHTUOUTOPHI TUPO3UHKUHA3)

BaacTHblii Kpu3

Muenobnactel >30% B KpOBH HJIK KOCTHOM MO3Te

JImmpobnacter >20% B KPOBH WIIM KOCTHOM MO3Te

Hayimume 01acTHBIX KJIETOK B JIMKBOPE HJIM XJIOPOMA, T.€. COJMJIHAS OIYXOJb, COCTOSIIAS
U3 TEMOIO3TUYECKHUX KIIETOK, JIOKAIU3YIOMIAsACs BHE KPOBETBOPHBIX OPraHoB (T.€. BHE

KOCTHOT'O MO3Ta, IICYCHH, CEIC3CHKU U IMM(ATHICCKUX y3JIOB).

Jlmarnocruka

AHaMHe3

He sBisieTcs Ba)KHOM 4acThO JUArHOCTUYECKOM IIPOLIEYPHI, OJJHAKO ITO3BOJISET BBISIBUTH
MHGOPMALIMIO BAXHYIO NIPU MPOBEACHUH JieueHUsl. HeoOXoauMBIMU BOIIPOCAMH, OTBETHI
Ha KOTOpbIe HEOOXOIUMO MOIYUYHUTh BO BpeMs cOOpa aHaMHe3a SIBJISIFOTCS:

-JIIMTEeNbHOCTh CHMIITOMOB, SIBISIOIIMXCS XapakTepHbiMu Juisi XMJI (yBenuuenue
KHMBOTA, TSHKECTh B JIEBOM OOKY, OXyJaHHE, O0JIU B KOCTSX).

-Hanuuue 3710Ka4eCTBEHHBIX OITyXOJIe B aHAMHE3E.

-[IpoBeneHre IUTOTOKCUYECKOW XMMHUOTEpAlUUd M TEpareBTUYECKOro OOJyuyeHUus IO
MOBOY OIyXOJIEBBIX 3a00JI€BaHUH.

-[lonnast wHpopManus O TNOCTOSHHO TNPUHUMAEMbIX JIEKApPCTBEHHBIX Ipernaparax M
01om00aBKax, KOTOpbIE MOIYT B3aMMOJEHCTBOBAaTh C IpernaparaMH-UHIHOUTOpaMu
TUPO3UHKHUHA3.

Pu3zukanabHoe 00c/IeJ0BaHHE

[To3BosIs€T BBIABUTH BaXKHBIE IPU3HAKH, XapaKTEPU3YIOIIME CTEeNeHb nporpeccnn XMJIL.
Heo0xomumMo o6paTtuTh 0oco00e BHUMAaHHE Ha!

Pasmepsl ceneszeHku.

Pa3mepsl meuenu.

Pa3meps! mumbaTHiecKux y3ioB.

Hanu4aue TreMopparn4eCcKkoro CMHaApoma.



Hanuune k0XHBIX M KOCTHBIX OITYXOJIEH.

JlabopaTopHasi AMarHOCTHKA

OO0mmii KIMHUYECKUH aHAJIN3 KPOBH HA aBTOMATHYECKOM aHAJIM3aTOpe C PYy4YHbIM
MOJACYETOM JIEHKOUMTAPHOI GopMYJIbl U TPOMOOLMTOB!

KonuyectBo TpOMOOIIUTOB U cpeTHUI 00BbEM TPOMOOITUTOB.

YpoBEeHb reMOTJIO0MHA U KOJIMYECTBO SPUTPOLIUTOB.

KommaectBo neiikoruToB ¢ py4abiM (1) moacder GopMyIibl peTUKYIIOIUTO3.
Mopdosiornyeckoe uccjiel0BaHUEe KOCTHOTO MO3ra.

Beinonnenuss Mmuenorpammel 1okazaHo BceM nanueHram ¢ XMJL. KocTHbi Mo3r
aCIHUPUPYETCS U3 BEPXHUX MEPEeHUX WM 3aJHUX rpeOHel MOAB3OIIHON KOCTH. Y aeTei
B BO3pacTe JO TroJa BO3MOXXHO HCIHONB30BAaHUE I MYHKIUU OYrpUCTOCTH

60.HI)IH€6€pLIOBOI\/JI kocTH. IIVHKIMSI TPYAMHBLI KATErOPMYECKH 3anpenieHa.

KocTHOMO3roBasgs NYHKIHSA SBJSETCH 00J€3HEHHON NpoOLeaypoid M J0JKHA

BBLINOJIHATHCH 0] AHECTE3HEN.

N3zroraBnuBaercs 10 Ma3KOB KOCTHOTO MO3r'a, JBa Ma3Ka OKPALIMBAIOTCS a3yp-303UHOM IO
PomanoBckomy-I'mm3e, 1- s npoBeneHHs HCCIEIOBaHMUS AKTUBHOCTU UIEJIOYHOM
¢docdarazer; ocTampHBIE BBICYIIMBAIOTCS HA BO3AYXE W COXPAHSIOTCSA U NATbHEHIINX
UCCIICOBAHHM.

Hurtoreneruyeckoe u FISH-ucciienoBanmne KjieTok KOCTHOr0 M0O3ra

SBnstorcss  aOCOMIOTHO HEOOXOIMMBIMU — HMccieloBaHUsAMHU. [IpoBoauTcs pyTHMHHOE
KapHOTHIIHYeCcKoe uccienoBaHue ¢ G-okpackoil mpenapaToB; XapakTepu3yeTcs He MeHee
20 metadasz. OOpariaeTcss BHUMaHUE Ha HAJTMYUE TOTMOJHUTEIBHBIX aHOManu# 7, 8, 9 ul7-
it xpomocom. Ilpm HETOCTAaTOYHOM KOJNWYECTBE TMOMISKAINIMX aHAIM3y MeTrada3 WIn
HEYJIOBJIETBOPUTEIILHOM KauecTBe mpemnaparoB BwinonHsercs FISH-uccnenoBanme c
npobamu Ha ber u abl. Mccnenyercs 200 unTepdas.

MounekyasipHo-TeHeTHYeCKOe HccjeaoBanue. [lomumepaszHas LenHas peakuus C
UCIOJb30BAaHUEM  OOpPAaTHO-TPAHCKPUIITA3HOIO METOAA BBIINOJHSETCS Ha  KIETKax
nepudeprueckoil KpOBH HWIIM KOCTHOTO Mo3ra ¢ npaiimepamu Ha ber u abl. Tloareepxmaer
JTaHHbIe 1UTOreHeTmdeckoro W FISH-uccnemoBanms, ogHako TpU  OTCYTCTBHH
BO3MOXKHOCTH MJIM OTKa3e TMalMeHTa OT BBHINOJHEHUS TOCIEIHHUX, SIBISETCS
UCCIIeIOBAaHUEM, TMOATBEPXKIAIOIIMM AuarHo3 XMJI U ciayxamum OCHOBaHUEM JUIs
MIPOBE/ICHUS CTICIU(PUIECKON TEPATTHH.

HLA-tunupoBanue. MonekynsipHoe HLA-TunupoBaHue HU3KOW MM MPOMEXYTOUHOM

CTCIICHU pa3pClICHUs BBIIIOJIHACTCA BCEM JC€TAM W IOAPOCTKAM HU HX CUOIMHTaAM.



Bricokorounoe HLA-TunupoBaHue BBIMOIHSAETCS MallMEHTaM MOCje MPUHSATUS PEIICHUs O
Hayvalie MpoIeIyphl MOMCKA HEPOJACTBEHHOT'O JOHOPA TEMOMOITHYECKUX KIIETOK.
NmmyHodeHoTMIIMPOBaHME KPOBH M KOCTHOro Mo3ra. He sBisercs 00si3aTelIbHBIM
UCCIICIOBAaHUEM JUIS TAalMEeHTOB B XpoHu4eckoil ¢aze XMJL. V GonbHBIX ¢ OJacTHBIM
kpuzoM XMJI  BbIMOJHSETCS JJIsl  ONPENENCHUS  JIMHEHHOM  NPUHAJICAKHOCTH
(MuenouHbIN, TUMGOUTHBIA, O eHOTHIMYECKUH, HenudhepeHITMPOBaHHBIN) OJACTHOTO
Kpu3a.

buoxumuuyeckuii aHagu3 KpoBM: McciaenayroTcss ypOBHM MOYEBHHBI, KpPEaTHHHHA,
MOYEBOM KHCJIOTHI, 001Iero omnupyonHa u ero ¢pakuuii, AnAT, AcAT, JIJII', riatoko3si,
K+, Na+, Ca++.

Omnpenesnenue rpynnsl Kposu u Pesyc-¢pakropa

Koaryiaorpamma: B TUITUYHBIX CITydasX HE TOKa3aHa. PEKOMEHIyeTCs BBITOJIHCHUE TIPH
HECOOTBETCTBUH TSKECTU KPOBOTOUMBOCTH CTEIIEHU TPOMOOIIUTONIEHUN
Bupycosioruueckoe wucciegoBanue: lccineayercs HanuuMe aHTUTENa K BUPYCY
rematutoB B, C u BUY.

HennBa3uBHasi HHCTPYMEHTAJIbHAS TUATHOCTHKA

YiabTpa3ByKoBOe HcCC/IeJ0BAHHE OPraHoB OpIOMIHOW  MOJIOCTH, 3a0pIOMIMHHOTO
MIPOCTPAHCTBA U MAJIOTO Ta3a.

Pentrenorpagusi rpy1Hoi KiIeTKH

Jleuenmne.

VYuuteiBas ckyaocTh JaHHBIX 10 NeueHuto XMJI y gereit UTK oOrmryro TeHaeHImo
IpeAJIaraTh s JICYCHUS NETeH METOAMKHU C YCTAHOBIICHHBIM KYPAaTHUBHBIM ITOTCHIUATIOM,
€BpOMNENCKHUNA coBeT dKkcnepToB o XMJI y nerell pekOMEHyeT NMPOBEACHUE aJJIOTE€HHON
TI'CK B mepBbie 2 rojga ¢ MOMEHTa TUAarHOCTHKU BceM aeTsM ¢ XMJI, umeronum
CEeMEHHOro TEeHOMJIEHTMYHOro miu HepojctBeHHoro HLA-coBmectumoro mponopa. o
MIPOBE/ICHUS] TPAHCIJIAHTAI[MM PEKOMEHAYETCsl JIeYeHHe HMMaTUHHOOM [0 TOJIYy4eHUs
MaKCUMaJbHOIO OTBeTa. IIpM OTCYTCTBMM COBMECTHMOIO JIOHOPA HPHUHIMIIBI JICYECHUS
XMJI aHaIOTMYHBI TaKOBBIM Y B3POCIBIX NAlMEHTOB. B TO ke Bpems, BBICOKHMI PHUCK
OCJIO)KHEHUH, CBA3AHHBIX C MPOLEAYPOM AJUNIOT€HHOW TPAHCIIAHTAllMU U, B YaCTHOCTH,
OCTpPOIl U XPOHUYECKOH OO0JIE3HBIO «TPAHCIUIAHTAT-IIPOTUB-X035IMHA», KOTOpas MIPUBOAMT K
BBICOKON BEPOATHOCTH MHBAIUAN3ALNNA U CMEPTH, 3aCTABIISAET MOAXOANTh K BBITOJIHEHHUIO
TpaHCIUIAaHTAllMM Yy TMAalUEHTOB B MepBoid xpoHudecko ¢aze XMJI ¢ Oosnpiioif

OCTOPOIKHOCTBIO, 0COOEHHO IpHu JOCTUIKCHUHN OINITUMAJIBHOI'O OTBCTA HA JICUCHUC HUTK.



[Ipu wammumm poactBeHHoro HLA-coBMeCTHMOro JOHOpa pEmaeTcs BOMPOC O
IIPOBEJICHUH AJUIOT€HHOM TPAHCIUIAHTALIMKM TE€MONOATHYECKHUX KIJIETOK. TpaHCIIaHTalus
ABIsieTC 0€3yCIIOBHO MOKAa3aHHOM MalyeHTaM, KOTOPBIE B MPOIECcce JeUSHHs pa3BepHYIN
dazy akcenepanuu wuiaud  OmactHeId kpu3 XMJI, wim y KoTophix 3aboseBaHue
IUAarHOCTUPOBAHO B 3TUX (a3zax. YUWUThbIBasg HEYJOBIETBOPUTEIIbHBIE PE3YIbTaThl
TPaHCIUIAHTALMH, BBIMOJIHEHHBIX HEMOCPEACTBEHHO B (haze akcejepanuu u OJacCTHOM
KpHU3e, OKEeNaTeNbHO JOCTIKEHHE BTOPOW  XpPOHMYECKOH (a3pl ¢  mOMOIIbIO
IIPEJBAPUTEIILHON T€pallui HUHTMOUTOpaMH TUPO3UHKHMHA3 B COYETAaHUM ¢ XUMHOTepanuen
win 0e3 TaKOBOM.

Bompoc o npoBeneHUM TpaHCIUIAHTALMM IAllMEHTaM C BIIEPBbIE YCTAHOBJICHHBIM
JMarHo3oM xpoHuudeckoi ¢aspl XMJI crokeH, He UMeeT OJJHO3HAUYHOTO OTBETA U JOJIKEH
IPUHUMATBCA C YYETOM MHOXECTBAa (DAKTOPOB: JOCTYHMHOCTH HENPEPHIBHOTO JIEUECHUs
UHTUOMTOpaMH  TUPO3MHKHMHA3, HAJIWYMS  COMYTCTBYIOIEH MAaTOJIOTUH, HAJIMYUSA
BO3MOYKHOCTH PEryJsipHOro MoHUTOpHHTa 3P dextuBHocTr Tepanun UKT u BO3MOKHOCTH
a/IeKBaTHOT'O BEJICHUS MalleHTa B IOCTTPAHCINIAHTALIMOHHOM MEPHO/IE.

[TanuenTam, He UMEIOIUM F€HOUJEHTUYHOIO CEMEWHOIO JOHOPA MM MUMEIOIIETO
npotuBonokasanusd k TI'CK, Ha3Hawaercsi nedyeHue MHIHMOMTOpPAaMU THPO3MHKHHA3.
[IpenapaToM nepBoii JIMHUU ABJISETCS UMAaTUHMOA ME3UJIAT, IpernapaTaMyu BTOPON JIMHUHU -
HUJIOTUHUO U Ja3aTHHHO.

[Toxa3zaHus K TpaHCIJIAHTALIMKA FEMOIIOATUYECKUX KIIETOK:

Hannune ceMeMHOro reHOMACHTUYHOTO JOHOPA MIPH:

Heynaue tepanun uMaTuHUOOM.

Henpuemnempix no6ounsix siBneHusx tepanuu UTK.

TpeboBanuu nanueHTa/ero poauTenei BHe 3aBUCUMOCTH OT 3@ dekxra UTK.
Hamnune nepoactBenHoro HLA-uIeHTHMYHOro JOHOpa MHpH OTCYTCTBHHM CEMEHHOro
TE€HOUJEHTUYHOTO I0HOpa IpHu:

Heynaua tepanuu UTK (cMm. kputepun Heynaun).

Henpuemnempix no6ounsix siBneHusx tepanuu UTK.
Hanuune moboro noHopa npu:
JIroboit moarBepxkaeHHOM mporpeccun XMJI (remaTtosornyeckoi, IUTOTEHETHYECKOM,
MOJIEKYJISIpHO) Ha panee > dextrHOi UTK.

BrisiBnennu 3a001¢BaHuS B (1)3.36 aKCeJiCpalluu Ui 0J1aCTHOTO Kpusa.

IIpouenypa TpaHCIUIAHTALMM FeMOMOITHYECKUX KJIETOK:



TpaHcmlaHTaMsT T€MOMOITUYECKUX KIIETOK MPOBOAUTCSA B LEHTpaXx, JIMLEH3UPOBAHHBIX
JUTSI IPOBEJICHUSI TAKUX TPAHCILJIAaHTAIUH.

CoaeprxaHue nanMeHTa.

[Tanment wu3onupyercs B mnanaty, ocHameHHylo HEPA-dwibrpamMu ¢ namuHapHBIM
MOTOKOM BO3Ayxa wuinu 0e3 TakoBoro. (CMmeHa CTEpUIBHOIO MOCTEILHOTO Oeibs
IIPOU3BOJIUTCS HE PEXKE OJHOIO pa3a B CYTKM WIM 4alle, B CIy4yae €ro 3arpsi3HEHUs.
[TanueHnT Ha Bech NEpUOJ TPAHYIOLUTONECHUN IOJYy4YaeT HU3KOOAKTEpUANbHYIO IUILY —
T.€. TIIATEJIbHO KYJWHApPHO 00pabOTaHHYIO, C UCKIIOYEHHUEM CBIPBIX OBOLICH U QPYKTOB,
CBIPOKOITYEHOCTEH, KOH(ET, YHIICOB, <OKUBBIX» HOTYPTOB W APYTUX KHUCIOMOJIOUHBIX
IIPOJYKTOB, COJAEpKalINX KUBble OakTepuu. Ilocae BoccTaHOBIIEHUST HOPMAJIBHOIO YHCIIa
IPaHyJIOLUTOB JUETHUYECKUE OTPaHMUYEHUS KacCalOTCS TOJIbKO MPOAYKTOB, IMOTEHIMAIBHO
HECYIIUX PUCK KOHTAMUHAIMU BO30YIUTENSMU KUIIEYHBIX WH(GEKIUHA — HEKHUIISTYEHOTO
MOJIOKa, MOPENPOAYKTOB (MUAMH, YCTPHUIBI) U HEAOCTATOYHO KYJIWHAPHO 00pabOoTaHHBIX
MSICHBIX IPOJYKTOB (Oyprepbl, CHIpOKOITYEHHOCTH ).

MpodpuinakTuka nHPpexuun

IMpodpunakTnka rpuOKOBLIX U 0AKTEPUAIbHBIX HH(pEKIUIi

®mrokoHa301 5 -8 MI/KT Ha J1Ba IpueMa BHYTPb.

Hunpoduokcanuu 15 MI/Kr B CyTKH B IBa IpreMa BHYTpb WK B/B co aHA (-10) 1o
BOCCTaHOBJICHUS I'PAHYJIOLIUTOB BBIIIE 0,5x10%/m.

IIpodnirakTnka NMHEBMOLUCTHOM THEBMOHUH

Tpumeronpum/cynspomerokcazon 20 MI/Kr mo cyib(poMeToKcazolny 3 AHA HOJpsA B

Hegemo o tpancurantauu (qau —10,-9,— 8 m —3,-2,-1) u co aus +21. [IpoBoautcs B

TE€YEHHE BCErO NMPOBEIEHUS UMMYHOCYIIPECCUBHONW TEpANMH, MPEKPALIACTCS YEPE3 MECHLL

I10CJIE OKOHYaHUSI UMMYHOCYIIPECCHH.

I[IpodpunaxkTuka nopaxeHuii, BbI3bIBaeMbIX BHPYCOM IIPOCTOI0 repneca

Anuknosup 250 Mr/M? KaXipie 8 4acoB B/B CO JHS (0) mnu panee nMpu BO3ZHUKHOBEHUU

MYKO3UTa; IPOBOAMUTCSA 10 MOSABJIEHUS BO3MOXKHOCTH IIpUE€Ma BHYTpb, fanee 1500 mr/m? B

cytku 10 100 nHel nmocie TpaHCIUIaHTalUH, JaJlee - M0 NOKa3aHUsIM.

AnprepHaTuBa: Bastanukiosup o 500 mr x 2 pa3a B 1eHb

MonutopuHr u npopuiaakruxka HHMB-unpexkunu

1. Monutopunr ypoBHs BupycHoM JIHK - mnocine HacTymuieHus nDpUKUBICHUS

exxenenenbHo no nHa + 100. Tlpu npesbimenun yncna kornuid [IMB - renoma Gonee

10 000/m - ympexaaromiee JICYCHHE TaHITUKIOBUPOM B J103¢ 10 MI/KT B CYTKU B TCUCHHE

2-X HEACIb C CXKCHCACIIbHBIM MOHUTOPUHI'OM CMV- BHUPEMHU KOJIUYCCTBCHHBIM METOOM.



[Ipu  pa3BuTuM  OOJIE3HW  «TPAHCIUIAHTAT-TIPOTHB-XO3SMHA» W  HEOOXOJUMOCTH
MMMYHOCYTIPECCUBHOW  Tepamuu JABYyMs M Oollee MpenaparaMu  eKeHeAeNbHBIH
MOHUTOPUHT TpoBojuTcss M mocie g +100 go Boccranomnenus uucna CD4(+) T-

nuMponutoB> 200/MKJI.

KonaununonupoBanue

COHPOBOHI/ITCHLH()e JEICHHE B IEPUOAC KOHIUIUOHUPOBAHUSA

1. Ha Bech nepnoja KOHAMIIMOHUPOBAHUS Ha3HavYaeTcsl HHGY3noHHas Tepanus B oobeme 3000
Mi/M’ B cyTku (B mHU BBeneHUs nukiopochammaa - 4000 Mi/m?). COCTaB KHUIKOCTH ISt
nH(Y3MOHHOHN Tepanuu: ¢puznonorndeckui pacrsop 1500 /M2, Timroko3a 5% 1500 mir/v?,
KCl 4% - 30 ma/M? B cyrki, NaHCO3 4% - 180 mu/m B CyTKH.

2.  AmnonypuHon 10 MI/Kr B CyTKH Juisi MpOGUIAKTHKU CHHAPOMA OIMYXOJIEBOTO JH3UCA U
TUTIEPYPUKEMHH CO JTHS -8 10 1Hs -1.

3. @enutoun 10 mr/kr cyr wmm xinoHazenam 0,05-0,1 mr/kr B cyTku st nmpodUIaKTHKH
cynopor Ha QoHe mpuema aeicTBus Oycynbhana co qus -8 1o aus 0.

4. Temapun 100 EJI/kr B CyTKH TOCTOSHHOM wuH(Y3ued s OpodUIaKTUKA

BCHOOKKJIFO3UBHOH 0O0JIC3HU IICUCHU.

Pexum KOHAUIIHUOHUPOBAHU A

pa3oBas KypcoBast TTHU

J03a 7032 BBEJICHUS
Huknodochammn 60 Mr/kr 120 mr/kr -2,-1
Bycynshan 1 Mr/kr 16 Mr/kr -7, -6, -5,-4

M CcTOYHHK CTBOJIOBBIX KJIETOK

L4 HpeHHOqTHTeHBHBIﬁ NUCTOYHHUK I'EMOITIOOTHYCCKHUX KIICTOK IJIA nepecam(n - KOCTHI)II\/'I MO3T.
OntumanbpHas KJIETOYHOCTh TpaHCIUIaHTaTa - > 3x10® knetok /kr Beca Tena pELUIINEHTA.

o [Ipu npotuBonokazanusx k 3abopy KM wunmu pucke cbopa oObeMa KOCTHOTO MO3Ta,
HEJO0CTAaTOYHOTO AJisi 0e30MacHoi TMepecajKkd - Halpumep, NP MaJIOBECHOM JOHOpPE H

KPYIIHOM PCHHUITUCHTC HUCIIOJIb3YIOTCS G-CSF MoOuIM30BaHHBIE TEMOIO3THYCCKHIE KIIETKH




nepudeprudeckoit KpoBu. TpebGoBaHue K TpaHCIUIaHTaTy — KonudectBo CD34(+) kneTok—

5-10 x 10%kr Beca Tena peLuIHeHTa.
IMpodpunakTrka 00/1€3HU KTPAHCIVIAHTAT-TIPOTHB-X03SIUHA»

e [[uxsocriopu A 3 MI/Kr co JHs -1 TOCTOSSHHOW BHYTPUBEHHOW MH(Y3uel umu mo 1,5 mr/kr
X 2 pa3a B JIeHb 3-X 4acoBOU HH(]Y3HUEH. Ilocne mpuXKUBICHUS TpaHCILIAHTaTa W
BO3MOKHOCTH TIOJIHOIIGHHOTO IpHEMa NpenapaT MepeBOJUTCS HAa IMPHUEM 4Yepe3 pOT.
Koaddunment koHBepcun CyTOYHOW 03Bl HA MPHEM BHYTpPb - 2. JIIUTENbHOCTH Mpuema
nostHOU 10361 CSA mipu otcyretBun PTIIX — 3 mecsna mocne TKM, nociie yero npemnapar
orMensercs o 10% B Henento.

e Metotpekcar 15 MI/M? BHYTpUBEHHO JieHb +1, 10 Mr/M? A +3 u +6.

¢ BMecTo MeToTpekcaTa BO3MOXKHO UCIONb30BaHue MUKOopeHonaTa Moderuna 30 MI/Kr CyT Ha
2 npuema co aas +1 mo gas +30.

e Harpust onmuar Beogurcst B go3e 15 mr/m® B/B 1 pas uepes 24 waca mocie Kaxuoro
BBEJICHUSI METOTpEKcaTa.

I'panyJionuTApHBIA KOJOHUECTUMYJIMPYIOLIHIA (pakTOp.

[ImanoBoe TpUMEHEHHE TPAHYIOMUTAPHOTO  KOJOHHECTUMYIHPYIOMETro  (akTopa
(menorpactumMm U QuirpactuM  paBHOA(G(GEKTHBHBI) Y PELUUIUEHTOB aJJIOT€HHOM
TpPaHCIUIAHTAIIMM TEeMOMOITUYECKUX KJIETOK HE PEKOMEHIYeTCS BBHJY OTCYTCTBHS
BIUSHUS HA  pPE3ylbTaThl  TPAHCIUTAHTAIUH. [TokazanmeM JuIs  Ha3HAYCHUS
TPaHYJIOIUTAPHOTO  KOJIOHWECTHMYJHUPYIOIIEro  ¢akTopa  SBISETCS  OTCYTCTBHE
MIPYKUBIICHUS TPAHCIIIAHTATa KO JIHIO +28 Mociie MUETOMH(PY3UH U HATHMYUE KITMHUYECKH
win 1ab0paToOpHO MOKa3aHHOW OaKTepHambHOW, WM TPUOKOBOW HH(EKIMU B IMEPHOJIE
HEHUTPONIEHUH JI0 BOCCTAaHOBJIEHUS Temomno33a. Pa3oBas 103a TIpaHyJIOLMUTAPHOTO
KOJIOHHECTUMYJIUPYIOHIETo (hakTopa cocTaBisieT S MKI/Kr. [Ipemapar BBOIUTCS MOAKOXKHO
©KETHEBHO [0 JOCTHIXKEHHUS YPOBHS TPaHYIOIMTOB BHIIIE 3-5x10%n, mocne uero
OJTHOMOMEHTHO OTMeHsieTcs. [Ipu HamMuuu TPOTUBOMOKA3aHUM NS  TOJIKOXKHOTO
MIPUMEHECHHS — JICHOTPACTUM MOJKET BBOJUTHCS BHYTPUBEHHO MEJJICHHO CTPYHHO B J03€,
cocraBistonieit 200-250% oT 103bI, Ha3HAYaeMOW TOJIKOXHO, (rrpactuM B jo3e 200-
250% oT 03Bl /K TOJKEH BBOJUTHCS 2-X YaCOBOM MH(Y3HEH.

Tpancdy3uonnas repanus

Bce KkierouHble KOMIIOHEHTHI KPOBH — OJPUTPOIUTHAs Macca, TPOMOOKOHIICHTpAT,

IpaHyJIOIUTapHAs B3BECH - JIOJKHBI ObITH 00J1yueHsI B 03¢ 25 I'p.



TpomOoB3Bech mepenuBaercs s MOJAepKaHUs TpoMmOouuToB Ha ypoBHe> 20 x 109/m.
[Tpy HaMMYMU YrpoXKArOWIET0 TeMOPPAarHueckoro CHHAPOMa TPOMOOB3BECH IEPEIMBACTCS
HE3aBHCUMO OT YHCJIa TPOMOOIIUTOB.

DpUTpOLMTHAS Macca MepeauBaeTcs s noanepxanus HB Ha yposue > 80 r/i.

IpuHuMnbI JedeHus: HHPeKIMil y pelUNMeHTOB TPAHCIIAHTAIIMY IeMON03THYECKHX
KJIETOK

IIpy pa3BUTUM JIUXOPAJKU HEACHOW STHOJIOTMHM HEMEAJCHHO Ha3HadaeTcs
CTaHJapTHas aHTHOAKTepHalbHas Tepanus, 6a3upyromascs Ha B-TaKTaMHOM aHTHOMOTHKE
C BBIPQKEHHOW aKTHBHOCTHIO TPOTHUB CHHETHOMHOHM Malouyku: KapOameHembl, Leenum,
uedonepazon/cynp0aKkTaM, WIM NUNEpAlWUIMH/Ta300akTaM. llpu  «HEoCI0KHEHHOW»
JMXOpaJKe HESICHOM STHOJOIMH (XOpollee CaMOYyBCTBHE, HOPMOTEH3HUS, OTCYTCTBHE
OpraHHOW AMC(HYHKIMH, OTCYTCTBHE TaXWKapAWU TPH HOPMAIHM3ALUU TEMIEPaTyphl MO
BIMSIHUEM AaHTUIHPETHKOB WM HECOOTBETCTBUE TEMIIEPATypbl M YaCTOTHI CEPACYHBIX
COKpaIlleHHI) BO3MO)XHa MoOHOTepanus [-inakramoM. [Ipu Hamuuuum 03HOOOB, IJIOXOTO
CaMOYyBCTBHSI, BEIPQ)KEHHOM TaXUKapAuu, 000N OpraHHON AUCHYHKIIMU WK THIIOTEH3UU
Ha3HavaeTcss KOMOMHHMPOBAHHAs aHTHOAKTepuanbHas Tepamusi aubo nByms (p-makram +
aMuKaluH) 0o Tpems mnpemnapatamu (B-makram + amukauuH + BaHkomuiuH). [Ipu
HaJINYMHU J1I000# pecriupatopHoi cumMnroMatuku — HemeieHHo KT rpynHoii kinetku u npu
HaJMYMU OYaroBBIX W3MCHCHUI - Ha3HA4YCHHUE JIeueHWs, HampaBieHHoro Ha Asperdillus
(BOPHMKOHA30JI WJIM BOPHKOHA30Jl B COYETAHWU C aHTHMHUKOTHKOM Jpyroro psima). [lpum
UACHTUDUKAIMHA BO3OYIUTENS — KOPPEKINs aHTUMHKPOOHOW Teparuy B 3aBUCUMOCTH OT
qyBCTBUTEIBHOCTH.  [Ipu coxpaHeHUM JMXOpaaKku B TeueHHe 72-96 yacoB mociie OLeHKU
BEPOSITHOCTH  «MMMYHOJIOTHUECKOW» TPHUPOAbI JUXOPAaAKH B paMKax CHHApoMa

MPHXKXUBJIICHHUA HA3HAYACTCA OMITUPUUCCKAA aHTI/IFpI/I6KOBafl TCpaIun-d KaCHO(l)yHFI/IHOM.

JlabopaTopHbIii MOHMTOPHHI Y PelUNMEHTOB TPAHCIUIAHTALIMH T'eMONO3THYEeCKHX

KJIETOK

1. Kiunnueckuit aHamM3 KpOBHM C TMOJCYETOM TPOMOOIMTOB [0 MPHKUBJICHUS

TpaHCIUIaHTaTa — €XEIHEBHO, B JajlbHEHIIeM - B 3aBUCUMOCTH OT JIMHAMUKHU

reMOrPaMMBI.

2. buoxumuueckuil aHanu3 KpoBH ¢ 00s13aTeNIbHBIM ompeaenenneM K+, Mo4yeBHHBI,
KpeaTuHuHa, Oumupyouna, AnAT, AcAT: 1o nprwxuBiIeHUs TpaHCIIaHTAaTA -
€XKEJTHEBHO, MOCJIE NPYXKUBIICHHS B TeUeHHUe 2-4 Helenb — JBa pa3a B HeAeNto, naiee |

pa3



B Henemro 1o aag +100.
MOHHTOPUHT KOHIIEHTPAIMU HUKJIOCTIOPUHA A.
[TpoBoauTcs exenenenbHo. KoHneHTparus nukiocnopuaa A gomkHa coctaBisate 300 —
500 Hr/MJI TIpH TIOCTOSSHHOM BHYTpHBEHHOM BBeaeHuH W 150-250 Hr/mm npu mpueme
BHYTPb IIPU B35 TUU MPOOBI HETTOCPECTBEHHO MEpe] IPUEMOM (pe3uTyaabHbIi YPOBEHB).
MoOHMTOPHMHI MMHUMAJIBHOI OCTATOYHO 00/1€3HN.
Onpenenenne ypoBHs Tpanckpunta BCR-ABL1 mpoBoauTcst KOIMYECTBEHHBIM METOIOM
B IepuQepruyecKkoil KpoBHU Kax/ble 3 Mecsiia.
Jleuenne nepcucrenuuu Tpanckpunta BCR-ABL1 n MosiekyIsipHOro peuuansa.
Ecin tpanckpunt BCR-ABLI nepcuctupyer B kpoBu B koaudectse™> 0,1% B TeueHue
6omnee 6 mecsanes mocie TI'CK wnu BHOBb OOHApy>KMBaeTcs IMOCIE JOKYMEHTAIIMHA €ro
WCYE3HOBEHHMsI, Ha3HAualoTCd HMHPY3UH JTOHOPCKUX JuMporuToB (Ha QoHE MOIHON
OTMEHbl UMMYHOCYIPECCUBHON Tepanuu) HayMHasi C J03bI 1x10° CD3(+) kneTok Ha Kr
Beca penunueHTa. MOXKHO pacCMOTPETh TaKke HEOOXOIUMOCTh JOOABJICHHS MMAaTHHUOA
Me3uIara, Aa3aTHHUO0a WM HIJIOTHHHOA, 0COOCHHO €CIM MAaIMeHTHl He MPHHUMAIHN UX JI0
TpaHcIaHTauu. MHQY3uH TOBTOPSIIOTCS B YBEIMUYUBAIOIIUXCS 033X 1x10° 5x10°
,1x107 , 5x10" CD3(+) KieTok Ha KI Beca pPELHIHCHTA Kaxuble 6-8 Hexemb IpH
OTCYTCTBUM OOJIE3HU «TPAHCIUIAHTAT-MPOTUB-XO035MHaY». JlOCTH)KEHHE MOJIEKYJISPHOU
PEMHUCCHM MOKET 3aHUMATh JUIUTEIbHOE BpeMsl — 10 12 Mecs1eB nocie TpaHCIIaHTal|H.
Jleuenune remarosoruyeckoro peuuausa XMJI.
IIpu remaronormueckom peuuause XMJI nocne TI'CK (T.e. BO3BpallleHHMHM KIMHUKO-
remMaToyiornueckux npuzHakoB XMJI), 1oka3aHHOM LUTOT€HETUYECKH MM MOJIEKYIISIPHO-
OMOJIOrMYECKH, TPOBOAUTCS KOMOMHUPOBAaHHAs Tepanusi MHIMOUTOpaMu TUPO3UHKHHA3 U
uHOQY3USIMU  JTOHOPCKUX JuMpouuToB. [l BbeOOpa HMHruOUTOpa HEOOXOAMMBI
MYTallMOHHBIM aHAJIM3 M OLEHKa COMyTCTByroLed marosnoruu. llpu peumnuse XMII B
BUJie OJACTHOIO KpHU3a MPOBOIUTCS XUMHUOTEpanus cooOpa3HO C BapuaHTOM OJIACTHOTO
Kpu3a B COYETaHWM C UHIMOMTOpaMU THUPO3MHKMHA3 M HMHQPY3UIMH JTOHOPCKUX
mumdonutoB. Hauanesnas no3a CD3(+) kiertok moHOpa 1x10"/kr IIpY TPAHCIUIAHTALMHU OT

POJICTBEHHOTO 0HOpa i 1x 10%/KT IpH HEPOICTBEHHBIIA.

MeaukamMeHTO3HOE JIeYeHHe.

B nmepuon oOcnenoBaHus, A0 TONYYEHHS PE3YJIbTAaTOB  LUTOIC€HETHYECKOTO
UCCIICIOBaHMs, TOATBEpXIaromuXx Haimuuue Ph’(+) XpomMocomMBl B KIETKax KOCTHOTO
mo3ra wnu TpaHckpunta BCR-ABL1, OonbHOMy Ha3zHayaeTcs THUIPOKCMMOYEBHHA

(ruapea, nutanup; Kancyisl no 500 Mr, cM npuiioxkeHue 2).



[Tocne noxymentamuu nuarHoza XMJI HazHawaercs umaruauO. [Ipuem nmarmHMOa
MOKHO HaUWHATh MPH JFOOOM KOJIMYECTBE JICHKOINTOB.

Jlo3upoBKa UMaTUHUOA:
B xponunueckoii haze 340 mr/v’ B enb (Make 600 M), [IPH TJI0XO0M MEPEHOCUMOCTH 1032

MOXET OBITh YMEHbIIIEHa 10 260 Mr/M B CHbD, cootBeTcTBYIOMIEH 400 MI/CyT y B3pOCIIBIX.

B daze akceneparnuu u 6;1acTHOTO Kpr3a (MUEIOUIHBIN BapradT) 520 Mr/M° B JCHb,
€CJIU MOCJIEAHUE PAa3BUIIMCh Y MAI[MEHTa, HE IPUHUMABIIETr0 UMaTUHUO.
UMaTHUHUO TpuHUMaeTcs | pa3 B CyTKH, 3aluBasi MMOJHBIM CTaKaHOM BOJbI, OJHAKO IPH
BBIPQKEHHOW TOIIHOTE M PBOTE MOXKHO JenuTh cyrouHyro O3Y Ha nBa wim Oosee
IIPUEMOB.
Jlnist ostyyeHus CTaOMIIBHBIX PE3y/IbTaTOB IPUEM UMATHHUOA JOJKEH ObITh €KEIHEBHBIM
U JUITATEJIBHBIM, Y OOJBIIMHCTBA MAIMEHTOB - OXU3HEHHBIM. Koppekuus 103 nmatuanba
MPOBOJIUTCS B 3aBUCHUMOCTH OT CTEIEHHW BBIPAKECHHOCTH IOOOYHBIX  SIBJICHHIA.
Heo6x0a1Mo y4uThIBaTh CTa U0 XPOHUYECKOTO MUEJIOIEHKO3a, ONPEIEIIAIOLIYI0 IPOTHO3
3a00JeBaHUsA, a TaKKe TOKCHUYHOCTh TEpaluu Yy JAaHHOrO O001bHOro. TOKCHYHOCTH
ouenuBaercs 1o mkaine NCI / NIH (mpunoxenue 3).

B xponmnueckoii paze XMJI npuem npemnapara mocTOsTHHbIA. [lepepbIBbI B Ie4eHUT
HEOOXOAMMO JeNaTh NMPH PA3BUTHH BBIPAKEHHOW TIeMaTOJOTHYECKON TOKCHYHOCTH >3

CTENEHH ¥ HETeMaTOJIOTHYSCKON TOKCUUYHOCTH > 2 CTCIICHMU.

Pucynok 2. Cxema Mmoaudukanuu 103 HMaTHHH0A B 3aBUCMMOCTH OT CTENCHH

IMTONCHUH NPH JeYeHHH 00JBHBIX B XpOoHHYecKoil paze XML



[CTapTOBaﬂ po3a 340 mr/m? cyt ]

:

[ MpaHynoumtbl < 1000/ mkn ]
TpomGouutsl < 50 x 10°/n

:

[ OtmeHa nuBeka ]

@

[ TpaHynouuTI > 1500 mm 3 }
TpoMGoUUTLI > 75x109/n

.

Bo3obHoBneHue npuema muBeka

= =

Mo3a 260 mr/m2 ecnn ANMTENbHOCTbL
nepepbiBa > 2 Hepenb
WNK 3TO BTOPOIA ANM304 HEHTPONEHUM

[lo3a 340 mMr/mM2 ecnu ANUTENLHOCTb
nepepbia < 2 Hepenb

['emaTonornyeckasi TOKCHYHOCTh: KOJMYECTBO T'PAaHYJIOLUUTOB B NepUpEpUIECcKOit
KpOBH MEHEe 1,5x10%1 u TPOMOOITUTOB MEHEE 50x10%n (puc 2). JledeHne BO30OHOBIISIOT
IIPU BOCCTAHOBJICHUH KIMHUKO-TEMATOJOTHYECKHUX TMOKa3arenaeh (HedTpoduibl 1,5x10%1
¥ TpomGormToB Gonee 75x10%1). Tlocie KynmUpOBaHMS TOKCHYHOCTH NPHEM MMATHHHOA
BO300HOBISIIOT B g03¢ 340 Mr/mM2 Kak MOXHO paHbine. [Ipm TOBTOPHBIX SMH301aX
Pa3BUTHS LIMTONIEHUH WK MIPU UX JJIUTEIBHOCTH OoJiee 2 Helellb BO3MOXKHO YMEHbIICHHE
no3bl uMaTuHHOa 10 260 mr/mM2 nens. JlanpHeiilnee yMeHbIIEHHE J103bI MMAaTHHHOA
HEIeNIecO00Pa3Ho T.K. HE YAAaeTCs JOCTHYb €r0 TePAreBTUIECKON KOHIICHTPAIUU B KPOBH.
[TosToMy Tpu CleAyIOUINX SMU30/1aX Pa3BUTHS IUTOIICHUU TIPH JICYEHUH UMATHHHOOM
HA3HAYAIOTCS CTUMYJSTOPBI TPAHYNOIUTONOA3a (TpU MageHUH TPaHYJIOLUTOB HUXKE
500/MKI) WAM  3PUTPOIOI3A. Ilpu cmaburuzayuu  KIUHUKO-2eMAMON0SUYECKUX
nokasamenei 6 meveHue 1-3 Mmecayeg He0OXOOUMO paccmMompemsb B0NPOC O
60300H0GIEHUU NpUeMa Npenapama 8 003e 340me/m? denp. Crnenyer mog4epkHyTh, YTO
IpU JJTUTETBHON Tepanuu MepeHOCUMOCTb JICUCHHS YIy4IIaeTcs, a YacTOTa OCIOXKHEHUH
yMmeHbaeTcs. Kak moka3piBaeT MNpakTUKa, TpU COOTIOACHUM YKa3aHHBIX MOJXOJOB
pa3zButue (heOpuIbHOM HEUTPONEHMH U MHQPEKIUN WIM TeMOpparuyeckoro CHHIPOMA,
TpeOYIOIIETO MePeTUBAHUS TPOMOOIIUTOB, MATIOBEPOSITHO.

B ¢aze akceneparuu u 6nactoro kpuza XMJI, koraa y O0JBHBIX 110 KHU3HEHHBIM
MOKa3aHUusAM TpeOyeTcs TMOMy4YUTh OBICTPBI OTBET Ha JICUEHHUE WHTHOUTOpaMHU
TUPO3WHKWHA3, TEpamus MPOAOIDKACTCS B MaKCHMalIbHOW /03¢ Ha (OHE JIeUeHHS

IPaHyJOIUTAPHBIM KOJIOHUECTUMYIHPYIOMHUM (HakTOpoM (TAr-¢puiarpactuM, QuiIrpacTum,



JICHOTPacTUM) npu IIPOBEICHUHU aJIeKBaTHOM 3aMEeCTUTENbHON Tepanuu
TPOMOOKOHILIEHTPATOM M SPUTPOLUTHOM Maccoil. [Ipu pa3BUTHUH KHU3HEYTPOKAIOIIUX
MHQPEKIMOHHBIX OCIOXKHEHUH, WMATHHUO CleqyeT OTMEHUTh J0 HX KYHUPOBAHMA.
Pa3BuTue nUTONEHUU MOXKET BOZHUKHYTH B JIFOOBIE CPOKHU, OJJHAKO, KaK ITOKa3bIBAET OIIBIT,
OHa HauboJjiee 4YacTo pa3BUBaAeTCA Ha 2-4 HeJelle OT Hayayla TeparuH.
Heremaronornueckasi TOKCH4HOCTb.

[Ipy pa3BUTUM HEreMaToJIOrMYECKONM TOKCHMYHOCTH 2 CTENEHU TSHKECTU JIEUEHUE
IPEPBIBAIOT O KYNHUPOBAaHUS OCIOXKHEHMH. B nanmbpHeliem jedeHue BO30OHOBISAIOT B
IIpeXHeN 7103e, eciiv, epepbIB B JIeYeHUN ObUl MeHee 2 Hezenb. Ecnu i KynupoBaHUs
OCJIO)KHEHUSI ToTpeboBajcs 0ojee IMTENbHBIA HepephiB, TO JeUeHHE BO30OHOBISIOT B
CHIDKEHHOH 103e: 260 mr/M2 B aeHb. [Ipu pa3BUTHN HEreMaToIOTHYECKON TOKCHYHOCTH 3
WM 4 CTEeNeHU TSHKECTH IOCie MpephlBaHUs IpUeMa HMMaTUHHOA 10 KyHUpPOBaHMS
ocnoxHeHu# (< 1 cTerneHn) ieueHrne BO300HOBIISIIOT B CHIDKEHHOM J103€¢ (COOTBETCTBEHHO
CTaJnH 3a00JICBaHMS ).

JIOTIOJIHUTENBHO K BBILIEONHUCAHHOM TAaKTHKE NPEPBIBUCTON Tepanmuu i YKOPOYEHHUS
[IEPEPHIBOB B JICUEHUU MOKHO Ha3HAYaTh:

HECTEpPOUJHbIE IPOTUBOBOCHAIUTENbHBIE U  00€300JMBalOLIMe Ipenaparbl-  IpH
BBIPQ)KEHHBIX OCCAITHUAX, HOTUAPTPAITUAX, MUAITUAX;

AHTUTMCTAMUHHBIE U TIIOKOKOPTUKOUAHBIE IpernapaTbl — MPU HAIMYUU AJIEPTUYECKUX
MIPOSIBJICHUM;

MOYETOHHBIE NpenapaTsl - IpU OTEKAX U Jp.

XapakTepucTHKA 0TBeTa HA JIeYeHHe HMaTHHHOOM.

D¢ (heKkTUBHOCTh TEparuy OLIEHUBAETCS HAa OCHOBAaHMM JOCTHKEHMS IeMaToJIOrHMYecKoi
PEMUCCHH, IUTOTEHETHUECKOT0 U MOJIEKYJIIPHOTO OTBETA.

|. KnuHuko-remarosiornueckasi peMuccusl.

ITosiHasi KIMHUKO-TEMATOJIOTHYECKAsT PEMHUCCHS KOHCTaTUPYETCS IIPU OTCYTCTBUH
CUMIITOMOB HWHTOKCHKAIlMd M OYaroB JKCTPaMENyJUIIPHOTO JIEMKEMHUYECKOTO poOCTa,
HOpMaJIM3alMi pa3MepoB CEJIE3eHKH, MoKa3aTesleld TeMOrpaMMbl: YHUCIO TPOMOOIUTOB <
450 x10%m, neiikommro < 10 x 10%m, orcyrcrBue B hopMylie KpOBH POMHUEIOINTOB,
MHEIIOIIUTOB U METAMUENIONMUTOB U 6azoduinst < 5%. OTBEeT cuuTaeTcs MOJyYeHHbBIM, €CITU
OH COXpaHSETCsl HE MeHee 4 HeNlEeb.

YacTuyHas remMaTroioruyeckas peMUCCUSl - YpPOBEHb JIEMKOLUTOB Oojee 9, HO
meree 20 x10°%/1, py HATHYNH ¢MHIYHBIX MUEJOIMTOB W METAMHEIIOLUTOB (B CyMME He

6omee 5%), MepCUCTUPYIOIIAs CIITICHOMETalusl.



OTcyTcTBHE TeMaTOJOTHYECKOM PEMHUCCHHM — YBEJIWYECHHE YPOBHSA JICHKOLIMTOB
6omee 20 x10%1 u Bbire, Hanuume B (OPMyITE NPOMHUETONUTOB HIM MHENOLHTOB U
MeTaMuenonuToB (6omee 5%), tpombountos Gomee 500 x 10%m (mwist moaTBepKICHUS
MOTEPH PEMHUCCHH HEOOXOJMMO BBITIOJHHUTH 2 TMOBTOPHBIX aHajM3a C HMHTEPBAJIOM 2
HEJIEIH ).

Il. IluToreHeTMYecKHMil OTBET SBJSCTCA CTAaHIAPTHBIM METOJIOM OLICHKH
MUHHMaJIbHONH OCTATOYHOM OOJIC3HM U OmpeneNssercs 1o coaepxanuto Ph’(+)
MOJIOKUTEIBHBIX KIIETOK B ITYHKTaTe€ KOCTHOTO Mo3ra. [Ipu 3TOM BBLICISIIOT CIEIYIOIINE

XApaKTCPUCTUKU HUTOICHCTHYCCKOI'O OTBCTA!

Bun otBera % Ph’(+) -mo3utuBHBIX MeTadas
TTOJIHBIH 0
YaCTUYHBIN 1- 35

MaJIbIi 36 - 65
MUHUMAaTbHBIN 66 —95
[IUTOTCHETHYECKUH OTBET OTCYTCTBYET 96-100

[TonHBIE M YAaCTUYHBIM LUTOrCHETHUECKUI OTBET XapaKTepU3yIOTCAd Kak «OoJIbLION
[IUTOTCHETHYECKUI OTBETY.

I1l. MoJiekyasipHbIli OTBeT OIEHHBAETCH HA OCHOBAHUM OIPEICIICHUS
otHomeHus sxcnpeccu BCR-ABL Tpanckpunra k sxcnpeccun rena ABL «ankoro» tuna
B KPOBHM C IOMOULIbIO METO/a KOJIWYECTBEHHOW MOJUMEpPa3HOW peakiMu B peallbHOM
Bpemenn (Real-time PCR, RQ-PCR). YyscrButenpHOoCcTh MeTO/a coctaBiser 1:10000 —
1:100000 xmerok. IIpeumyiecTBOM JaHHOTO MeETOAA SIBISIETCS  BO3MOXKHOCTH
ucciefioBaHus nepudepuyeckodl KpoBU (He TpeOyeTcsi KOCTHOMO3TOBas ITYHKLIUSA).
Haubonee nenecoobpaseH 111 MOHUTOPUPOBAHUS MHUHMMAIbHOM OCTaTOYHON OOJIE3HU y
OOJIBHBIX C ITOJIHBIM ITUTOTCHETHYECKUM OTBETOM M, COTJIACHO HEIaBHUM JAHHBIM, IS
nporHo3upoBanus dddextuBHocty Tepanuu MTK Ha panHux cpokax (depes 3 mecsna oT
Havana  JjedeHus).  OTHOIIEHWE  BBIIBICHHOTO  YPOBHS  TpaHCKpUNTAa K
CTaHJapTHU3UpOBaHHOMY ypoBHI0 sKkcnpeccun BCR-ABL Bripaxaercs B %.

IMojHBIM MOJIEKYJISAPHBIM OTBETOM CcuMTaroT ciydau, korma BCR/ABL-

TpaHckpunt coctapisieT menee 0,01%.




BoubIioii MOJEKy ISIpHBINA OTBET — 3TO CHIKeHHE ypoBHS BCR-ABL na 3 log u
oonee (mm 0,1%-0,01%) mo cpaBHEHHUIO CO CTaHIAPTU3UPOBAHHBIM YPOBHEM SKCIPECCUU
BCR/ABL Tpanckpurita 10 Hayajia Teparmu.

Kpurepuu European Leukemia Net 2013 orBera Ha Jieuenne 1 munun (Jr060it UTK)

Mome 3 6 mecaues 12 Ha
HT mecaAua mecsAue nobom
Anaru B aTane
OCTUK
"
OnTUManbHbIM - BCR- BCR-ABL1 < BCR- BCR-
oTBeT ABL1 < 1%, n/vnn ABL1 < ABL1 <
10%, Ph + 0% 0,1%, 0.1%
n/vnn
Ph+
<35%
CybronTtumanb BbicoK BCR- BCR-ABL1 1- BCR- KXA*Ph(
HbIN ni ABL1 > 10%, n/nnn ABL1 -)
oTBeT/puUCK pUcK 10%, Ph+1-35% 0,1-1%
Heyaaun Sokal, n/vmnm
Hasfor Ph+36-
d, 95%
EUTOS
Heypaua - Het Mro BCR-ABL1 > BCR- MoTeps
(BbICOKMI pUCK n/vnn 10%, n/vnn ABL1 > nro
nporpeccumn) Ph+ Ph +>35% 1%, MoTtepsa
>95% and/or nyro
Ph+>0 MoTeps
BMO
MyTaum
n/
KXA**
Ph(+)

*KionaneHble XpoMOCOMHBIE aHOMauu B Ph(-) kieTkax

** KioHasbHBIE XpOMOCOMHBIC aHOMaiu B Ph(+) kierkax

BosnbHbIe, TOCTHUTIIIME 3TOTO YPOBHS OTBETA, OTHOCATCS K IpyIIe O6JaronpusiTHOro
MIPOrHO3a U MPOJOJKAIOT JISUEHNE B IPEKHEH /103€.

Cyb0onTuMaibHBI OTBeT (HEAOCTATOYHBIM OTBET Ha JieueHue). Tepamnus
MMaTHUHUOOM MO-TIPEKHEMY MMEET NMPEUMYILIECTBO Mepesl APYTMMHU METOJaMU JICYSHHUS,
OJTHAKO BO3MO’KEH MEHee OJaronpusTHBIN OTAa’IeHHbIH Mporuo3. Heo6xoamumo yBenTnunTh
7103y UMaTHHUOA.

Heynaua tepanuu. Tepanuss uMaTuHUOOM HE CMOCOOHA NPUHIUIHAIBHO

U3MCHUTH TCUCHUC 38.6OJ'ICB3.HI/I$I, PCKOMCHAYCTCA NIEPEXOA HA WUTK 2-nokonenus.

MoOHHMTOPUHT NIPH Jle4eHUH UMATHHN0A Me3WJIATOM.
KinHnyeckuii aHaIM3 KPOBHM C PYYHBIM IOACYETOM JICHKOUUTAPHON (opmy.ibl B

TCUCHUC IICPBOTI'O MECAIA JICUCHU A aHAJIU3bl KPOBU - C:IKCHCACIILHO.



B nanpHeiimeM dacTtoTa HMCCIENOBAHWSI TIOKa3aTeled TIeMOrpaMMbl 3aBUCHT  OT
CTaOMJIBHOCTH T€MaTOJOTMUYECKUX IMoKa3aTeneil. Ecnu npu KOHTpONbHOM aHanu3e KpOBU
gepes 1 Mecsil JeYeHHs, COnepkaHHe TpoMOOIMTOB coctaBuT Memee 100x10%m, a
HEUTPOPHUIOB MEHEE 15x10%n, To uccnenoBanue reMorpaMMbl TIPOBOAST €XKEHENIECIbHO.
Ecnun moxazaTenu reMorpaMMbl  BbIII€ IOPOIOBBIX 3HAYEHHMH, PEKOMEHAyeTcs MX
UCCIIeIOBaTh KaXkJple 2 HENeNM B TEYEHHE IEepBHIX 3 MecsleB. B panpHelmem,
yOeIMBIINCh B CTAOMJIBHOCTH BBIIIEYKa3aHHBIX ITOKA3aTeNeH, NCCIIE0BAaHIE TeMOTPaMMbl
npoBoautcs 1 pa3 B 3 mecsua.

Buoxumuyeckne ucciieJ0BaHUsI KPOBH

[IpoBogsTCcst  exeMecsiyHO; NpU  CTAOMIBHOCTU  IIOKAa3aTelel,  HCCleJOBaHUE
1enecoo0pa3Ho MpoBOaUTH 1 pa3 B 3 mecsiia.

HccaenoBanne KapuoTHa KOCTHOIO MO3ra

IIpoBonsTCcs 10 seyeHus, a 3areM uepe3 3, 6 u 12 mecsueB or Hayana jedeHus. [lpu
MOJyYeHUH CTAaOWJIBHOTO TMOJHOIO I[UTOTEHETHYECKOTO OTBETAa M PErYISIPHOM
MOJICKYJIIPHOM MOHUTOPUHTE UCCIIEIOBAaHHUS KAPHOTHIIA MOKHO IPOBOJUTH 1 pa3 B rof,
KosmnuyecTBeHHOEe  MOJIEKYJISIDHO-TeHeTHYeCKOe  HCCIeJOBAHMEe  TPAHCKPHUIITA
BCR/ABLL. IIpoBoauTcs Kaxable 3 Mecsiia.

Hau6oJiee yacTo BcTpeyaronyecs nposiBJeHus1 TOKCHYHOCTH.

[TposiBieHUsT TOKCHYHOCTH B OOJIBIIMHCTBE CIy4aeB BBIpaKEHBI yMepeHHo (1 - 2
crerienn). HambGonee wacto BcTpedarorcsi: TomHoTa (58%), MOBEpXHOCTHBIE OTEKU
(mpeuMyIecTBEHHO nepuopoutanbheie) (55%), Mmbimeunsie cygoporu (50%), xoxkHas
ceitib (39%), muapest (37%), 6omm B kocTsax u mbimmax (32%), yromisemocts (31%),
aprpanrun (30%), mpubaBka B Bece Oosee 20% oT umcxomHoro. Yactora mOOOYHBIX
apnenuit 11-1V crenenun e npesbimaer 1 - 4%. Tsokenble JepMaTUTHI ObUTM OTMEUYEHBI B
3% cnydaeB, B 2% - 3HauMTeNbHAs 3a/Jep)KKa >kuakocTH. Haumbonee wacto cpenu
tokcuuHoctu |l cremenu BcTpedanoch yBenuueHue ypoBHs TpaHcamuHas (3,8%), dto
noTpeOoBaJIo JTUTENBHBIX MTEPEPHIBOB B JICUEHUH U CHIDKEHHE J03bl MMAaTHHHOA Y YacTH
O6onbHbIX. CreayeT OTMETHTh, 4YTO B OOJBIIMHCTBE CIy4yaeB IpU  Pa3BUTUHU
reraTOTOKCUYHOCTH CaMOYYBCTBHE OOJBHBIX HE CTpajajo, IO03TOMY 00s3aTelabHO
peryisipHOE UCCIIeOBaHNE OMOXMMHYECKHX TTOKa3aTeei
[TposiBIeHUsT TEMATOIOTUYECKOW TOKCHYHOCTH 3 - 4 CTeMeHHu BcTpedaercs yanie B (asze
aKcelepanuy, 4YeM B XpOHMYECKOM craguu: HeuTpomeHus (47 % wu 14 %) n
tpombonuronenus (33 u 27 %), COOTBETCTBEHHO. DTO 00YCIOBIEHO Kak 0osee riryOoKum
MOpaKEHHEM T'eMOTI0d3a B 3TOW (pa3ze 3a00sieBaHUs, TaK M TEPANIEBTUUYECKUM ITOIXOIOM,

npeamnojararonum 0oJiee aKTUBHOE BOS}IGﬁCTBHC Ha KPOBCTBOPCHHUCE.



[Tpu nmpueme nmatuHMOA ClieIyeT 0cO00€ BHUMAaHKHE OOpPaTUTh Ha BO3MOXKHOCTb YCHUJICHUS
TOKCUYHOCTH WJIM OCJIabJieHHs TepamneBTU4YecKoro 3¢ ¢dekra mnpemnapara npu COBMECTHOM
OpPUMEHEHHH C  [pernapatamy, MOAU(PHUUPYIOMIMMH  METabonu3M  HMMaTHHHUOA.
(mpunoxxkerue 3)

JleyeHne MNANMEHTOB C CYOONTHMAJBHBIM OTBETOM H PE3UCTEHTHOCTBI K
HMaTHHHUOY.

[Tpu nocTrwxeHnHn CyOONTUMAILHOTO OTBETA CIIEAYET MOBBICHTH 103y MMaTuHuOa 10 520
Mr/M°. [Ippy HemocTMXKEHMHM ONTHUMAIBHOTO OTBETAa Yepe3 3 Mecsilua Teparnuu
MOBBIIICHHBIMU J103aMHU  HEOOXOJUM Iepexo], Ha HWHTUOUTOPHl TUPO3UHKHHA3 2-TO
NoKkoJeHus U ranupoBanue amwioreHHot TT'CK.

B HacTosiliee Bpemsi CTPOTHX KpPUTEpUEB BBIOOpA TOTO WJIM WHOTO WHTHOMTOpa 2-TO
MOKOJIGHUS — HWIOTHHHOA WM [a3aTUHUOA MPH JICYCHUU MAlUECHTOB B XPOHUYECKOM
¢asze XMJI ve cymectByer. [Ipu BBIIOTHEHMM MYyTalMOHHOIO aHAJIW3a U BBIABICHUU
mytaruii rerka  BCR/ABLI1 1iennecoodpa3Ho Ha3HaueHHE HHTHOUTOPA, K KOTOPOMY JTaHHAs
MyTUpOBaHHas (opma TeHa sBisercs Oojee uwyBcTBUTENbHOW. [lpm oTcyrcTBUUM
BBISIBJICHUSI MYTallMil y PE3UCTEHTHBIX MALMEHTOB B XpoHMueckoil ¢aze XMJI moxer
ObITh HAa3HAYCH JU00 HUIOTUHUO Jau00 na3aTMHUO. Y ManueHTOB B ¢aze akcelepaluu
wim O6mactHoM Kpu3e XMJI npu OTCYTCTBHM TPOTHBOIIOKA3aHWH IpermapaToM BbIiOOpa
aBisieTcs nazatuHuO. B mobom cinywae y gereit ¢ XMJI pe3sUCTEHTHBIX K WMaTHHUOY
IJIaBHBIM MeToJ0oM JieueHus apisiercst TT'CK.

Kpurepun European Leukemia Net 2013 oTBera Ha JiedeHne 2 JuHHH (HUJIOTHHHO,

Ja3aTUHMO)
Momen 3 6 12 Ha
T Mecsna MecsIe MecsILe I060M
JIHarHO B B JTamne
CTHKH
OnruManbHbII - BCR- BCR- BCR- BCR-
OTBET ABL1 ABL1 ABL1 ABL1
<10%, <1%, < 1%, <0.1%
W/WIIH W/Aim Ph 0%
Ph+ Ph
<65% <35%
Cy6onTumanbH Beicok BCR- BCR- BCR- KXA*
BIl  OTBET/pPUCK ui ABL1 ABL1 ABL1 Ph(-)
Heyaauu pHUCK > 10%, 1-10%, 0,1-1%
Sokal, n/unu A/vnu
Hasfor Ph+36- Ph+1-
d, 95% 35%
EUTO
S
Heynaqa - Her BCR- BCR- [Toteps
(BBICOKHMH pHCK nro ABL1 ABL1 ro
IIPOTPECCHN) W/ > 10%, > 1%, [Toreps




Ph+ W/ and/or MLro
>95% Ph + > Ph + > IMoreps
35% 0 BMO
Myrtan
nn/
KXA**
Ph(+)

Jleyenne nmanueHToB B (ase 0JIaCTHOr0 Kpu3a.

[ITancbl HA JOJTOCPOYHYIO BBDKMBAEMOCTh NAIMEHTOB ¢ OnacTHbIM kKpu3zom XMIJI nHa
KOHCEPBATHUBHOW TEpamuu OYCHb HH3KH, IMO3TOMY BCEM IallMEHTaM JOJDKHA OBITh
npemioxkena amwuioreHHas TI'CK. Llenpto MeOuKaMEHTO3HOTO JIEYEHUsS SIBISETCA
JOCTHDKCHHE XPOHMYECKOW (Da3bl WM KIMHUKO-TeMaTojorudeckon pemuccuu XMJI,
VYUTHIBAS TUIOXHE PE3YIbTAThl TPAHCIUTAHTALMY B (ha3e OJIACTHOTO KpH3a.

Ecnu 6nmacTHbIi KpHu3 pa3BUiCcsS Ha (OHE MpUeMa UMATHHHUOA, TO JICUSHUE ITPOBOIUTCS IO
COOTBETCTByIOMmEMY (opme OnacTHOro kpusa (MHEIOHIHBIA WM  JTUMGOUTHBIN)
nporokony. Yepes 4 Hemenu OT OKOHYAHHMS Kypca HWHAYKIMOHHOM XUMHOTEpAIUH
PEKOMEHIyeTCsl Ha4yaJlo Teparuu Aa3aTuHuOooM B j103e 80 mr/M? B CYTKH, pa3/ieJICHHON Ha
2 npuema. Ecim O1acTHBIN KpU3 pa3BUIICS Y MAIMESHTOB, HE MPUHUMABIINX UMAaTHHUO, TO
JICYEHUE MPOBOJUTCS IO COOTBETCTBYIOIIEMY (hopMe OJaCTHOrO Kpu3a (MUEIOUAHBIN WK
TuMGOUIHBIN) MPOTOKOIY B COYETaHUU ¢ UMaTUHUOOM (520 MF/MZ) WM HWJIOTHHUOOM

(520 mMr/m?).

JApyrue koHcepBatuBHble MeTOAbI JiedeHuss XMJIL.

VY4uuTeiBasgs  XOpOLIYIH0 MEPEHOCUMOCTh HMAaTHMHHOA U €ro  3KCTPAOPAMHAPHYIO
3G EKTUBHOCTh, JeYyeHHe HHTephepoHOM—aibda MOXKET TNPUMEHATHCS TOJBKO MpU
HENEPEHOCUMOCTH BCEX HHIMOUTOPOB THUPO3MHKMHA3 U HEBO3MOYKHOCTU BBIMOJIHEHUS
TI'CK. BeposiTHOCTh JOCTHKEHHUS MTOJIHOTO T'eMaTOJIOTHYECKOT0 OTBETa cocTaBisieT 55%,
MOJTHOTO LUTOTeHeTHYecKkoro oTBera-8-10% M 4acTUYHOro HUTOTeHETUYECKOTO OTBETa —
0K0J10 22-25%. ToNbKO MalUEHTHI CO CTAOMIBHBIM OOJIBIINM IIUTOI€HETHYECKHM OTBETOM
UMEIOT BEPOSITHOCTh 3HAYUTENIBHOIO YIIYYIIEHHUS BBDKMBAEMOCTH. YUHUTHIBAs JIyULIYIO
MEPEeHOCUMOCTh U Oouibliiee ya00CTBO NETMJIMPOBAHHBIX HWHTEPPEPOHOB, IS JICUEHUS
XMJI pexkomMeHAyHOTCS HMMEHHO TMocienHue. PekoMeHayeMas mnporpamma JI€YEHHs
uHTEephEpOHAMHU:

HEI'-untepdepon (II3I-untpon, neracuc) 1,5 mr/kr 1 pas B Hezento.

2 o
Huro3un-apadéuno3ua 20 mr/mM” noakoxxuo 10 gHEH Kaxa0ro Mecsia.



[Ipu nOCTHKEHUHU OTHOTO [IUTOI€HETUYECKOTO OTBETa [IUTO3MH-apaOUHO3U]] OTMEHsIETC,
U JIEYCHHE TPOJOHKACTCS TOJIBKO HHTEpPepoHOM-anbda MOKU3HEHHO TMOJ] KOHTPOJIEM
KapuOTHUIla KOCTHOTO MO3ra Kaxble 3-6 MecsI1IeB.

OcHOBHBbIE pPe3yJIbTATHI IPU ONITUMAJIBLHON Tepanuu

[Ipu mnpoeaenun amwioreHHor TI'CK or reHowmaeHtnuHoro moHopa wiau HLA-
coBMecTUMOTO 110 10 anmensiMm HepOICTBEHHOIO JIOHOPA NMAIMEHTY B paHHEH XPOHUYECKON
¢daze XMJI BeposITHOCTh 8-11eTHEH 00IIIel BBKMBAEMOCTH cOCTaBiseT 75-85%.

[Ipu neyeHnn UMATHHUOOM ME3WJIATOM TMAIlMEHTa B paHHEW xpoHuueckou ¢aze XMJI
BEPOATHOCTH 00IIel BbDKMBAaeMOCTH B TeueHue 8 ser coctamiser 90%. Ilpu stom 66%
MalKUEeHTOB, MOJIYYUBIIUX JICUCHUE MMATUHHOOM, MPOJOJDKAIOT €ro MpUHUMATh 4epe3 8
JeT.

TpeOoBaHMsi K UHTEHCUBHOW Tepanuun

ITpu npoBenenun amtoreHHor TI'CK mamumentam ¢ XMJI HeoOX0auMO OBITh TOTOBBIMHU K
Pa3BHTHIO IIEJIOTO KOMILIEKCA ITOCTTPAHCIUTAHTAIMOHHBIX OCIIOKHEHUH, TPeOYIOMIMX
0e30TiiararenbHO MHTEHCHBHON Tepanuu. HeoOxomammo Hammume B crpykrype JIITY,
npoBozsiero neyenue nauuentos ¢ UTII otnenenus uinyu nanatel HHTEHCUBHOM Tepanuu,
OCHAIIICHHOTO0 BCEMHM HEOOXOAMMBIMHU IIpermapaTaMu U OOOpyHOBaHUEM Uil BEACHUA
O0OJBHOTO €  JIBIXaTeJIbBHOH W CEPIEYHO-COCYAMCTOH  HEJIOCTAaTOYHOCTHIO |
reMopparmieckuM  cuHapomMoM. HeoO0XoauMo uMeTh BO3MOXKHOCTH — MPOBEIACHUS

annaparnou MBJI.

TpeGoBanus K HAJIMYUIO CHENUAJMCTOB U JIe4eOHO-IMATHOCTHYECKUX IJIOIIAT0K
CMEKHBIX CHeNUaJIbLHOCTEN.

JIITY, npoBogsiiee neyenne nanueHta ¢ XMJI JOIDKHO MMETh B CTPYKTYpE OTACIICHUE
(manmaTy) aHeCcTe3MOJOTHU-PEaHUMAIlUH, OTAENEHHUE XUPYPTUHU, CIOCOOHOE BBIMOIHSITH
TOpakajgbHble W a0JOMHHAJIbHBIE omeparuu. Kpome Toro, HeoOXOAMMO MMETh B INTATE
HeBponaTosiora, okymucra u JIOP-ppawa. OOs3aTenbHO HaTWYUE ITUTOJIOTHYECKOM,

OMOXMMHYECKOHN U dKCIIpecCc-TabopaTopHH.

JAucnancepHoe Had/01eHHE

YciaoBus mnepenauyd mnamdeHTa mneauaTrpy (reMaroJiory) mo MeCTy JKHTeJIbCTBa
NaNueHTa, NOJy4Yallero JeyeHue MHHruOuTopaMu TUPO3UHKWUHA3

[Taunent nepenaercs neauarpy (€ciu €CcTh JOJKHOCTh — JETCKOMY T'eéMaToJIoTy) IO MECTY
KUTEIBCTBA Yepe3 3 wMecsla IMocie HasHaueHuss wuMmatuHuOa. [lemmarp (merckumid

FeMaTOJTOF) Mo MECTY JKUTCIBCTBA PYKOBOJACTBYCTCA PEKOMCHAAIWUAMH, OaHHBIMU



CIELUAINCTAMH YYPEXKACHUS, MPOBOJMBILEro JieueHue. YacTtora ocMoTpa ManueHTa ¢
WTII cocraBnser oaMH pa3 B 2-4 Hejenu B INEpBble 3 Mecdlla JICUEHMs, Aalee — B
3aBUCHUMOCTH OT KJINHUYECKOTO COCTOSIHMSI M T€MATOJOTUYECKONW TMHAMUKHU, HO HE pexe |

pasa B 2 mec4iia.

JlaGopaTopHble HccIeJ0BAHUS.

B Teuenue nepBoro mMecsua JIeUeHUs aHATH3bl KPOBU - €KEHEEIBHO.

B nmanpHeiimeM dYacToTa UWCCIEIOBaHHMS IOKa3aTeNeidl TIeMOrpaMMbl 3aBUCHT  OT
CTaOMIIBPHOCTH TE€MATOJIOTMYECKUX IMOKa3arenell. Eciu npu KOHTpOIbHOM aHaln3e KPOBH
gepes 1 Mecsil JeYeHHs, COAepkaHHe TpoMOOIMTOB coctaBuT Memee 100x10%m, a
HeiitpodunoB menee 1500/mMm3, TO McClieOBaHUE TeMOTPAaMMBl IPOBOIAT €KEHEEIBHO.
Ecnu mokasarenu remMorpamMMmbl BBIIIE IOPOTOBBIX 3HAUCHHMH, DPEKOMEHIYETCS HX
UCCIe0BaTh KaKAble 2 HEJeNM B TEUCHHWE IEpBBIX 3 MecsueB. B nampHeiimewm,
Y6e[[I/IBHII/ICB B CTaOMJIILHOCTH BBIIICYKA3aHHBIX HOK&?;&TGJIGﬁ, HCCICAOBAHUC I'EMOT'PAMMBI
npoBoautcs 1 pa3 B 3 mecsua.

BuoxuMmnyeckue ucciae 0BaHNA KPOBH

[lpoBomaTcs ~ exeMecs4HO; OpU  CTAaOMIBHOCTH  IIOKa3areseil,  HCClleoBaHUe
1enecoo0pa3Ho MpoBOaUTH 1 pa3 B 3 mecsia.

HccaenoBanue Mop(}o10rum ¥ KApuOTUIA KOCTHOIO MO3ra

[IpoBonsATCS BpayOM-reMaTo]IoroM CTaloHapa B CPOKM, OINMCAaHHBIE B pazjelne
MOHUTOPHHIA MMALMEHTOB, MOJyYaroIIUX JIeUeHNe HHIMOMTOPaMHU THPO3UHKHHA3.
HNucTpymMeHTAIbHBIE HCC/IEI0BAHNS.

I/IHCTPYMGHTaHI)HI)IC HCCICAOBAHUSA TIPOBOAATCA TOJIBKO IIPU HAJIWYHUKU KIMHUYCCKHUX

OKa3aHUM

IMepuoguyHoCTH KOHTPOJIbHBIX OCMOTPOB CreuraJIucTaMu CMEKHbIX
CrenuaJIbHOCTEMH.

[Ipu nepenaue mnamueHTa neauarpy (JETCKOMY TIe€MaToJiory) MO MECTY >KHTENIbCTBA
HE0OXOIMMOCTH B MJIAHOBOM OCMOTpPE CHEIHAINCTAMHU CMEXHBIX CIEIMATbHOCTEH HeT. B
cilydae HAJIMYWA y MAIMEeHTa MaToJ0OTHH KaKOW-IN00 CHCTEMBbl OPraHOB, Pa3BUBIIEHCS Ha
dbone  Tepammm, TOTpeOOBaBIIEH  BMENIATETLCTBA  CMEXKHBIX  CIICIHAIIMCTOB,
MEPUOJUYHOCTh  KOHTPOJIBHBIX ~ OCMOTPOB  YCTaHABIIMBAETCAd HMHAWBUIYAJIbHO U

OMPEACIIACTCA CaMHUM CMEKHBIM CIICHHUAJIUCTOM.

CHfiTHe MALMEHTA C JUCIIAHCEPHOI0 YueTa.



[Tammentet ¢ XMJI HuKOrga He CHUMAIOTCA C JUCIAHCEPHOTO Yy4Ye€Ta, Y4YHUThIBas

BO3MOXHOCTb KaK paHHUX, TaK U IMO3JHUX PCLHUINBOB 3a0071eBaHusl.

CoumnaJjbHasi M ICUXO0JI0THYECKAs peaduanTanus

Bo3mokHOCTH Npe0bIBAaHUSA B OPraHU30BAHHOM KOJLIEKTHBE.

[InaHoBO He OrpaHMYEHO MNpH JIEYEHUH HMHIMOMTOpPaMU TUPO3MHKMHA3 W OTrpaHHUYEHa
TOJIBKO NP Pa3BUTHU I'eéMaTOJIOIMUECKONW U HEreMaTOJOrMUeCKOM TOKCUYHOCTH.

He nomyckaercs B Teuenue 12 mecaueB nociae TI'CK u ompenensercs Haauduem

UMMYHOJIC(UINTA U TOCTTPAHCIUIAHTAIIMOHHBIX OCIOKHEHUH B TAJIbHEHIIIEM.

Bo03M0KHOCTH HATPY30K M 3aHATHI CIIOPTOM.
dusunueckue Harpyskm MW 3aHiATHd CIHOPTOM  3allpClICHBI B cjIydyac pasBUTHUA

TPOMOOLIUTONIEHUHN



Bo10op npodeccun.

Huxakux orpaHu4eHui HeT.

OTHoOmEeHNe K POKIEHUIO JeTell 1 BeeHue OepeMenHocTu y aesymek ¢ UTII.
[lanuenTkaM, MOJy4arOIIMM  HMMATHHHUO,  PEKOMEHIYETCs  MPEeNOXPAHAThCS  OT
6epemenHocty. [Ipu BO3HUKHOBEHHH OEPEMEHHOCTH BOIPOC O €€ COXPAaHEHHH M BEACHUU
pelaercss B MHAUBUYaJIbHOM MOPSIJIKE.

VY manueHToB MyXCKOIo 110J1a, HOJy4aroluX Je4yeHe UMaTUHUOOM, pUCKa JUIsl IOTOMCTBA
HET.

BepositHOCTh HacTyruieHHuss OepeMeHHOCTH W OTHoBcTBa y pernunueHToB TI'CK kpaiine

HHU3Ka.



[Tpunoxenue 1
CHOHCOK OCHOBHBIX npernaparos, H€O6XO,£[I/IMI:IX JI1 JICHCHUA ITIallUE€HTOB C I/IMMYHHOI>'I

TPOMOOLIUTONIEHUEN

MHH npenapara Oco0ble TpeboBaHUS

XuMHoIpenaparsl

FI/IHPOKCI/IMOLICBI/IHa KaIllCyJibl 110

500 mr

Bbycynbsdan TabneTku o 2 mMr

Huxnodochamua ammyssr mo 1000

Mmr

[{uTo3uH-apaOMHO3HUT aMITyJIbl IO

100 mr
Wrubutopsl THPO3UHKUHA3
Nmatunu6 Anbda-KpucTamTnIecKuit
JlazaTuHn6
Hunotunu6

buonornuyeckue npenaparsl

[TerunupoBannbiii uHTEPHEPOH 1a

[MerunupoBanHbIil UHTEPHEpoH 1h

NMMyHOCYTIpEeCCHBHBIE ITpEnapaTsl

Huxnocriopun A ammynsl o 100

Mmr

Huknociopud A MHUKpPOCYCIIEH3Us

100 mr/min

MeTtotpekcaT amiysnsl o 20 mMr

[uknocnopun A kamncyiel 1o 25;

50 u 100 mr




[Tpunoxenue 2
CXEMA NNPUMEHEHUS THAPOKCUMOYEBHUHBI ('N/IPEA).
1. Jlo3a ruzpea onpenensercsi C y4eToM Macchl Tela O0JIBHOTO M KOJMYECTBA JICHKOIIUTOB
B niepu(epUIeCKOi KPOBH.
2. Ilpu neitkorurose >100 x109/1 ruapea HazHavaetcs B g03¢ S0 Mr/kr/aeHb

3. [lognepxuBaronias Tepanusi:

KosnuecTBo J1I€MKOLMTOB B KPOBH Jo3za runpea
40 — 100 x109/n 40 MT/KT eKeTHEBHO
20 —40 x109/n 30 MI/KT €KEeIHEBHO
10 — 20 x109/n 20 MI/KT eXEIHEBHO
10— 5 x109/n 20 MT/KT eKeTHEBHO
<3 x 109/n OtmensieTcs BpeMeHHO™




Crucok npemnapaTroB, UBMCHAKOIINX KOHIOCHTPALIUIO MMaTHHHOA B IIJIa3ME.

[Tpunoxenue 3.

CTuMyJasITOpBI Huruoutopsr CYP3A4/5 -
CYP3A4/5 npenaparsl, MOBBIIIAIOLIHE
npenaparsl, KOHIIEHTPAalMi) HMMATHHHOA B
CHUZKAIOLIHE miasme
KOHIEHTPAHUI0
HMATHHHO0A
njiazme
['IFOKOKOPTUKOU B AMHOJapOH
['puzeodynsBuH AHacTpo3zon
JlexcameTa3oH ABUTPOMUILINH
Hudbenun Humernauna
Kapbamazenun Knaputpomunna
Oxkcapbazenun Knorpumazon
[Iporectepon IMuknocnopun
Pudabyrun Hanazon
Pudamnmmma JlexcameTa3oH
CynbdanuMusua Juntuazem
Cynbdanupazon JuputpoMuIiua
Tpornurazon Hucynbpupam
®ennndyrazoH OpUTPOMULITH
denobapOuTan OTUHUIT 3CTPATUON)
OTOCYKCUMHUJ DI00KCETUH
DIIOBOKCAMUH
I'ecTonen

I'peitndpyToBbIil cox

N3onnazun

Htpakonason

Kerokonas
oIl
MeTtponuaa
3011
Mubedpan
ui
MukoHazon
(cpennuii)
Hopdnoxca
UH
Hopddmrook
CeTUH
Owmerpazon
(cralwrit)
OKcuKoOHa3
)
[Tapokcern
H (crmalbIit)
Ksunnanu
Keunun
Ceptunaon
Ceprpasnn
Bepanamun
3acdupnyka

CT




Mpuaoxenne 4
Kputepun oleHKM TOKCUYHOCTH

(NCI/NIH, cokpaliieHHBIIT BApHAHT).

Toxkcuunoc 0 1 2 3 4
Th
['emaTonornyeckas
I'emornobu B > 100 r/n 80 -99 r/xn 65 -79 <65 /1
H HOPM r/n
e
JIeHKOUThI B N -3.0x >20-< >1.0-< <1.0x 109
(obmee HOPM 109 /n 3.0x 109 2.0 x 109 /1
YHCII0 e /1 /n
JIEUKOLIUTOB
)
Hetitpodun B >1.5- >1.0 - >0.5 - <0.5x109
1574 HOPM <2.0x <1.5x 109 <1.0 x /n
rpaHyJIOIMUT € 109 /n /1 109 /n
BI
TpomOoruT B <N - >50.0 - >10.0 - <10.0 x 109
Bl HOPM <75.0 x >75.0 X <50.0 /1
e 109 /n 109/n x109/n
TF'EINATOTOKCHUYHOCTb

[lenounas B >25 2.6-5.0 x >50- >20.0 x
docdaraza HO BI'H BT'H 20.0 x BI'H

pM BI'H

e
bunupy6un B >1.5X >15-3.0 >3.0- >10.0x

HO BI'H x BI'H 10.0 x BI'H

pM BI'H

e




Toxcuunoc 0 1 2 3 4
Th
ACT B >25X >25-50 >5.0- >20.0x
HO BI'H x BI'H 20.0 x BI'H
pM BI'H
e
AJIT B >25X >25-50 >5.0- >20.0x
HO BI'H x BI'H 20.0 x BI'H
pM BI'H
e
BI'H —BepxHsist rpaHuiia HOPMBbI
Orexku (nepugepuyeckue)
Orexkn, H JloxasbH Pacnoctp I'enepan Yrpoxaromu
CBSI3aHHBIE C eT ble aHEHHbIE M30BaHH € )KU3HU
IIPUEMOM (Jtuno, OTEKH, bIC, aHacapka
nMaTtuHuOa napaopou TpeoyroI TpeOyto
TajabHas ue nye
001, epuoInY Ha3zHaue
TOJICHU) €CKOTo HUSA
Ha3Ha4YeH MOYETOH
us HBIX
MOYETOHH
BIX
HE
T

TOKCHUYHOCTbDH CO CTOPOHBI XKEJTYAOYHO-KUINEYHOI'O TPAKTA




ToxcHu4uHOC 1 2 3 4
Th
TomHoTa Her [Tarmen [Tpuem [Tpuem -
T MIHIIH MIHIIH
crocobe BHYTpb BHYTPb
H €CThb 3HAYHUTE HEBO3MOXK
BHO €H,
CHIDKEH HEO0XO0aH
MO
BHYTPHBE
HHOE
BBEJICHUE
JKUJKOCTE
H
PBora Her 1 2-5 >6 Heo0xomum
SIIN301 3IIN3010B 3IIU30J10B 0
B B TEUCHUE B TCUCHHC HapeHTepayl
TEeUYEHUE 24 yacoB 24 yacos, bHOE
24 Heobxoau MUTAHUE;
qacoB MOCTB 501070
BHYTpPHUBE OCJIOKHEHH
HHOTO ST TpeOyIoT]
BBEJICHUSA WHTECHCHUBH
pacTBopo o
B Teparnuu;
reMOJIUHaM
HYECKUH
KOJLIaIc




ToxcHu4uHOC 0 1 2 3 4
Th
Huapes Her VYuame VYyammenu VYyaienu Ocnoxue
HHE € CTyJa € cTyJa HUSA
CTyna 1o 4-6 B >7 B IeHb JETUIpaTa
<48 JICHb WU I AN5051
JIeHb HOYHOM HeJIepKaH TpeOyroT
CTyJ He Win WHTEHCHUB
HE0OXoIu HOH
MOCTb Teparmw,
napeHTep reMOArHA
aJIbHOMU MHUYECKUH
3aMECTUT KOJLIaIc
CIIbHOU
Teparuu
B CBSI3H C
JIeTUaApaT
aruen
3anop Her Tpeby TpeGyetc Crolikue Kumeuna
ercs Ly 3aropsl, i
puMe MIPUMCHE TpeOyroII HETPOXOJ
HEHHE HHE ue HUMOCTD
npemna ciaaduren MaHyalbH 15810
paToB, BHBIX BIX TOKCHYEC
U3MEH IpoLEenyp KU
STFOIIA HIIN METaKO0JIO
X KJIA3MBI H
KOHCH
CTEHI]
HIO
CTyna,
1581051
U3MEH
CHHE

UETHI

R ol

YT




Toxcuunoc 0 1 2 3 4
Th
BOJIb
Aprpanrus H Cnabas YMepeHH CunpHas NuBanunn
(6o B eT 00J1b, HE ast 60J1b: 001b: 3UPYIO-
CycTaBax) BIIHSTFOITIAS 00716 NI 00116 NI mas 60716
Ha aHaJbreT aHaJIbreT
GbyHKIHIO NYECKUE NYECKUE

npemnapar npemnapar

Bl Bl

BIIUSIIOT CYIIIECTBE

Ha HHO

GyHKIHIO MPENATCT

, HO He BYIOT

MPEeTsITCT HOpMaJbH

BYIOT on

OyITHUYH OyTHUYHO

on 71

aKTUBHOC aKTUBHOC

™ ™




ToxcHu4uHOC 0 1 2 3 4
Th
Bbonb B kocTax H Ciabas Ymepenn CunbHasg NuBanunu
eT 00J1b, HE ast 00JIb: 00JIb: 3UPYIO-
BIIUSIONIAS 00JIb MIn 00JIb HIIH mas 00Jb
Ha aHaJIbreT aHaJIbreT
dhyHKIIHIO HYECKHUE HYECKHUE
npenapar npenapar
Bl Bl
BIIMSIIOT CyIlIECTBE
Ha HHO
GbyHKIIIO MPENSATCT
, HO HE BYIOT
MPETISITCT HOpMaJIbH
BYIOT on
OyaHUYH OyAHHYHO
ou 17|
AKTHUBHOC AKTHUBHOC
™ TH




ToxkcuuHoC 0 1 2 3 4
Th
Muanrus H Ciabas Ymepenn CunbHasg NuBanunu
(MbIIIICYHAS eT 00J1b, HE ast 00JIb: 00JIb: 3UPYIO-
00J1b) BIIHSTFOITIAs 00JIb WIH 00JIb WIH mas 00Jb
Ha aHaJIbIeT aHaJIbIeT
dhyHKIIHIO WYECKHE WYECKHE
npenapar npenapar
BI BI
BIIUSIIOT CYIIIECTBE
Ha HHO
GbyHKIIIO MPENSATCT
, HO HE BYIOT
MPETISITCT HOpMaJIbH
BYIOT on
OyaHUYH OyAHHYHO
on 51
aKTHBHOC aKTHBHOC
TH TH




ToxcHu4uHOC 0 1 2 3 4
Th
T'osioBHAs O0JIb H Ciabas Ymepenn CunbHasg NuBanunu
eT 00J1b, HE ast 00JIb: 00JIb: 3UPYIO-
BIIUSIONIAS 00JIb MIn 00JIb HIIH mas 00Jb
Ha aHaJIbreT aHaJIbreT
dhyHKIIHIO HYECKHUE HYECKHUE
npenapar npenapar
Bl Bl
BIIMSIIOT CyIlIECTBE
Ha HHO
GbyHKIIIO MPENSATCT
, HO HE BYIOT
MPETISITCT HOpMaJIbH
BYIOT on
OyaHUYH OyAHHYHO
ou 17|
AKTHUBHOC AKTHUBHOC
™ ™




ToxkcuuHoC 0 1 2 3 4
Th
KOHCTUTYUMUOHAJBHAS TOKCUYHOCTb
Cnabocth H Ycunenue YMepeHH Tsoxenas [TanuenT
(amaTu4HOCT®D, eT ciabocTH ast (Hanpume IPUKOBaH
HEJOMOTaHue, 1o (Harmpume P, K ITOCTEIIN
ACTCHHS) CPaBHECHHUIO P, CHWKCHH WK
c CHIDKEHU e Oecromolt
HCXOJIHBIM e aKTHUBHOC eH
COCTOSTHUE aAKTHBHOC TH Ha >2
M, HO 0€e3 TH Ha 1 ECOG
BIIMSIHUS HA ECOG YPOBHS
HOpMaJIbHY YpOBEHB WIn
10 WU norepst
AKTUBHOCTb TIPUBOISA CIIOCOOHO
mast K CTH
TPYAHOCT BBIIOJIHAT
SIM B b
BBITIOJIHE HEKOTOPBI
HUHU ¢ BUJIBI
HEKOTOP JICSATCIIbH
bIX BUJIOB ocTH
JIeATeIbH
OCTH
VYBenuueHue < 5-<10% 10 - > 20% -
Beca 5 <20%
%
[Toreps Beca < 5-<10% 10 - >20% -
5 <20%
%
KapanoBacky/asipHasi TOKCHYHOCTH
Cepanebue Her Ecte - -

HHA




Toxcuunoc 0 1 2 3 4
Th
Aputrmuu Her Knunnye Cumntom HNmerorcs Yrpoxato
CKHe Bl nue
CUMIITOM UMEIOTCS, KU3HU
BI HO
OTCYTCTB JIeYeHus
VIOT, HE
JIeYCHHE TpeOyroT
HE
TpeOyerc

A




Toxcuunoc 0 1 2 3 4
Th
['uneprensus Her Acumnt Pexyppen HeobOxox ['unepronny
oma- THBIN WIH nMma €CKHI Kpu3
TUYECKas MEePCUCTHU Tepanus
, pyronmin 1SRN
TPaH3UTO CUMIITOMA Oonee
pHOE TUYECKUU MHTEHCUB
TIOBBIIIIE MOAbEM Has
HUE JTNACTOJIH Tepanusi,
JIMACTOJI YECKOT'0 yem
MYECKOT JIaBJICHUS paHbLIe
0 > 20
JIaBJICHU MMHg nnm
s Ha >20 > 150/100,
MMmHg ecnu
ui > paHee
150/100, OBLIO B
eciu npenaenax
paHee HOPMBI; HE
ObLIO B TpeOyer
npenena JICUCHUS
X
HOPMBI;
HE
TpeOyeT
JeYeHus

JEPMATOJIOTHUYECKAS TOKCUYHOCTD / KOXKHBIE IIOKPOBBI

Arnonenus

H

€T

Cimabo
BBIpa)KCHHA
s OTeps

BOJIOC

CunbHas
noTepst

BOJIOC




TokcHYHOC 0 1 2 3

Th

HpI/IMe‘{aHI/Iei KpOBOHOI[TeKI/I BCJICACTBHUEC TDOM6OI_[I/ITOH6HI/II/I 3 unm 4 cTencHu

kinaccuduiupyrores no kareropur [ EMOPPAI'MU, a He o kareropun

JIEPMATOJIOI' MYECKOM TOKCUYHOCTU.




TokcuuHOC 0 1 2 3
Th
Cyx0CTbh KOXH H Koppektup He -
eT y-€TCsl C KOPPEKTH
IIOMOIIILIO pyercsi ¢
CMSATYAIOII] IIOMOIIb
HX CPEJICTB O
CMSTYaro
HIAX
Cpe/CTB
Koxnrie H Koxnrie KoxabIie Koxabie
peakiuu Ha eT H3MCHCHUS H3MEHEH H3MCHCHHU
pyKax u HOrax HIIH Hs C sgcC
JIepMaTUT 00JIEBBIM 00J1IEBBIM
oe3 u u
00JIeBBIX OIIYIICH OIIYIICHU
OIIYIIEHHI HUSIMH, HO SIMU,
(Hanpumep, HE BIIMSIOIIN
IpuTEMA, BIIMSIOIIN e Ha
HIeNyIIeH! ¢ Ha GbyHKITHIIO

e)

GyHKIIHIO




TokcuuHOC 0 1 2 3
Th
Peaknus H bonb, nnn bonp v N3ba3sne
BOKPYT MecTa er 3y, WU OTEK, C HHUE WIH
HHBEKIINU spuTemMa BOCIHAJICH HEKpO3,
W€ WU TSOKETIBIC
baeduto WIn
M MEPCUCTH
pyromiue,
WIIH
TpeOyroI
ne
XUPypruy
€CKOT0
BMeIaTel
BCTBA
3yn H Crnalwrit Nutencu HNurencus
eT WU BHBIHN HBIN WU
JIOKQJITN30Ba PazIUTO pazIuTON
HHBIU 3y, U 3yQ, 3y, IJI0XO
mpekparia peKpar I10IJTAIOII]
FO-IIMUHCS aFOIIMIIC uics
CIIOHTaHHO i JICUCHHUIO
WIIH TIOCTIe CIIOHTaH
TOITMYECKO HO HJIH
1 Tepanuu rnociue
CHCTEMH
oH

Tepanuu




Toxcuunoc 0 1 2 3 4
Th
Ceitb / H Makynsipa Makyiisip Cumntom ['enepanus
JieCKBaMaIus eT bl WU HBIE WIH aTHyYecKa OBaHHBIN
ManyaspHbI nanyJsipH A sKcoanar
e bIe reHepanu VBHBII
BBICBITIAHUS BBICHITIaH 30BaHHas JIepMaTUT
Wi usl Win spuTeMa WIH
spureMa spuTeMa WIH yJblLiepaTH
oe3 C 3yJI0M MaKyJIsipH BHBIN
aCCOLIUUPO WIH bIC, JIepMaTUT
BaH-HBIX C JPYTUMH nanyJaspH
HEU acCOLIMUD bI€ WU
CUMIITOMOB OBaH- BE3UKYJIS
HBIMH pHBIE
CUMIITOM BBICHITIaH
amu, Ui usl LT
JIOKaJIU30 JIeCKBaMa
BaHHas s
JlecKkBama >50%
st IIOBEPXHO
MTOKpBbIBA CTH Tena
fo1as
<50%
MTOBEPXHO
CTH Tela

IAOKPUHHASA TOKCUYHOCTD




Toxcuunoc 0 1 2 3 4
Th
['unotupeos Otcy beccum Cumntom [Tarmen Muxkcunemar
TCTBY IITOMHBI aTUYECKHU T O3Has KoMa
er u W W ¢ TOCIIUT
MOJAbEM 3aMECTHUT NU3up
TTL, eJIbHOM yeTcs B
Tepanus Tepanuen CBSI3U C
HE MPOSIBI
MPOBOJI CHUSIMU
utTcs TUIIOTH
peosa
TFEMOPPATI'A
[Ipumeuanue: B sTom pazaene Tpancdy3us nmoapazymeBaeT TpaHCPY3HI0 SPUTPOMACCHI.

JIro6oe kpoBoTeueHue ¢ TpomodonuTonenuen 3 mim 4 crenenu (< 50,000), Bcerna

KIaccupuuupyiTe mo pasueny I'emopparust/.

Ecmu xommaectBo TpombonmToB >50,000 1 MeCcTO Wi THI KPOBOTEUEHHE €CTh B CITUCKE,

Kiaccuduuupyiite no cneunpuyeckoMmy Mecty kpoBoreueHus. Ecin mecto unm tun

KpOBOTEUYEHHS OTCYTCTBYIOT B CIIMCKE M KOJIM4ecTBO TpoMmOoruToB >50,000, knaccupuuupyire

o pazaeny ['emopparuu / KpoBoTeueHHs 6€3 TpPOMOOIMTONEHNUH 3 UK 4 CTETEeHHU, a MECTO UITU

tun yuture no kateropuu APYI'AS TOKCUYHOCTD
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I'emopparum / H Crnabas 6e3 - Tpancdys Karactpod

KPOBOTCUCHHE eT TpaHchy3u uu UYECKOe

C i TpeOyrOTC KpOBOTEYE

TpoMOoOLUTOIE b HUE,

Huei 3 wim 4 TpeOyrome

CTETICHU e
00BEMHOTO
BMeIIaTehb
CTBa 110
abCcoNIOTH
BIM
MOKa3aHUs
M

Taxoke nmpumute Bo BHUMaHue TpomOouutsel, I'emornodun, Tpancdys3un Tpombomaccsl,
Tpanc¢y3uu 3puTpOMacchl.

ITo sTOMY BUAY TOKCHYHOCTH CJIEAYET KJIaCCU(PULIUPOBATH JII000E KPOBOTEUEHUE C
TpombonuTonenuel 3 wim 4 creneHu. Taxke IPOBOAUTE KIacCU(UKALIUIO 10 MECTY WIIN THITY
reMopparuu / KpoBoteueHus. Ecim MecTo KpoBOTeUEHUs B CIIMCKE OTCYTCTBYET,

Kinaccuuiupyire o pazaeny Jpyras rokcuanocts kareropun [ EMOPPAT M.
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I'emopparum / H Crnabas 6e3 Tpancdys Karactpod
KpOBOTEUYECHHE eT Tpanchysu uu UYeCcKoe
6e3 i TpeOyroTc KpPOBOTEYE
TpoMOoOLUTOIE b HUE,
Huu 3 wim 4 TpeOyrome
CTETEeHU e
00BEMHOTO
BMeIIaTehb
CTBa MO
abCcoNIOTH
BIM
MOKa3aHUs
M
I'emopparumu / H - Kposoreu I'emopparu
KPOBOTEUYECHHUS eT eHHe, YeCKui
B IHHC orpenens UHCYJIBT C
IOLIEECS HEBPOJIOTH
Ha KT YECKOM
WA CUMITOMAT
JIPYTUM UKOU
BU3YaIN3
HpYOmHu
M
METO0M
oe3
KITHHUYEC
KHX
MIPOSIBIICH

v
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Hocogoe H Cnaboe, HE - Tpebyetc Karactpod
KPOBOTCUCHHE eT Tpedyroniee s UYECKOe
Tpanchy3uit Tparcdys KpOBOTEYE
us HHE,
TpeOyrome
e
00BEMHOTO
BMEIIATENh
CTBa 110
abCcoNIOTH
BIM
TIOKa3aHUs
M
I'ematypus H Mukporema HNutepmu ITocTostHH Tpebyercs
(B OoTCYTCTBHE eT TypHsI TTHPYIO oe XUpypruye
BarMHAaJIbHOTO mias KpPOBOTEY CKOE
KPOBOTEUEHHS) MakKpore SHHE UITN BMeIIaTenb
MaTypus CTYCTKU; CTBO, WJTH
0e3 MOXKET HEKpO3,
CTYCTKOB notpe0oB WIH
aThCs riybokoe
KaTeTepu3 U3BSI3BIICH
arusl, TN ue
MIpUMEHe MOYEBOT'0
HUS my3bIps
arrmaparH
BIX
CpE/CTB,
WIn
Tpanchys

v

nn
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Menena / H Cnaboe, HE - Tpebyetc Karactpod
KPOBOTCUCHHS eT Tpedyroniee s UYECKOe
u3 JKKT Tpanchy3uit Tparcdys KpOBOTEYE
us HUE,
TpeOyrome
e
00BEMHOTO
BMeIIaTehb
CTBa 110
aOCOJIIOTH
BIM
MOKa3aHUs
M
[Terexuu / H Penxue [Terexun I'enepanun -
nypiypa eT METEXUH Ha WIN 30BaHHBIC
(remopparuu / KOXe nypiypa METEXUH
KpOBOTEUYCHHE Ha 17001
B KOXY HJIH 00ycIoB nmypiypa
CII3UCTHIC) JICHHBIX KOXH T
y4acTKax MeTeXuu
KOXHU Ha JII000M
y4acTKe
CITH3UCTO

17§
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Barunanbnoe H [Taraa TpeOyet Tpebyrot Karactpod
KPOBOTCUCHHE eT KpOBH, csi>2 cs UYECKOe
Tpedyercs < IPOKJIaj Tparcdys KpOBOTEYE
2 OK B 1507 HHE,
MPOKJIAJIOK JIeHb, HO Tpedyrorie
B JICHb TpaHchy ¢
3UH HE 00BEMHOTO
HYKHO BMeIIaTehb
CTBa 110
aOCOJIIOTH
BIM
MOKa3aHUs

M

METABOJIMYECKASA TOKCUYHOCTD / UBMEHEHUSA TABOPATOPHBIX

MMOKA3ATEJEN

[Munepriaukemu B >BI'H - > 160 - > 250 - > 500
P H 160 Mr/mn 250 500 mr/mn MI/ 11

o > BI'H - MI/ 11 >13.9- > 27.8

p 8.9 >8.9- 27.8 MMOJIb/JT

M MMOJIb/JT 13.9 MMOJIb/TT W

e MMOJIb/JI KETOalu10

3

I'mnepypukemu B >BI'H-< - >BI'H - > 10 mr/an
b1 H 10 Mr/mn <10 > 0.59

0 <0.59 MT/ T MMOJIB/JT

p MMOJIB/JT <0.59

M 6e3 MMOJIb/JT

€ OCJIO)KHEHHU c

i OCITOKHEH
USMU
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I'unoxanereMm B <HI'H - 8.0 70-< 6.0-<7.0 <6.0 M1/
s H MI/ 1 8.0 Mr/mi MI/ 1 <15
0 <HTH - 2.0 1.75-< 15-< MMOJIB/JT
p MMOJIB/JT 2.0 1.75
M MMOJIb/JT MMOJIb/JT
e
lanornmukemus B <HTH - 55 40-<55 30-<40 <30 mr/an
H MI/ 1 MI/ 1 MI/ 1 <17
0 <HTH - 3.0 22-< 17-<22 MMOJTb/TT
p MMOJIB/JT 3.0 MMOJIB/JT
MMOJIB/JT
e
HEBPOJIOI'MYECKAS TOKCUYHOCTb
Artakcus He beccnmn Cmabo Ymepenn uaBanmunu
(HapyuieHue T TOMHas, BBIPKEHH bIC 3UPYIO-
KOOPIMHAITIH ) HO bIC CUMIITOM mias
oOHapyx CHMIITOMBI, BI, aTakcHs,
WBaeTcs BIIHSIFOIIINIE BITHSTFOTIIN HaIHeHT
npu Ha e Ha IPUKOBaH
¢buzukan ¢byHKLHIO, OyIHUYHY K [TOCTEN
bHOM HO He 10
o0cneno MPENSTCTBY aKTUBHOC
BaHUH, o1IHe Th
He OyIHUYHOMN
BITUSIET AKTUBHOCTH
Ha
yHxIH
10
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Korunutunsie He Koruutun Koruutrnea Kornurus Hecnoco6
HapyuieHus / T BHOE oe HOE HOCTb
poOIEMBI C pacctpo paccTpoiict pacctpoiic paborath
oOydeHneM HCTBO; BO, TBO; /
HE BIIHSIIOLIEE MIPUBOIALI] OuYeBUIHA
BITUSIIOLLL Ha ee K s
ee Ha pabotocnoc 3HAYHUTENb YMCTBEHH
pabotoc 00HOCTB / HOM ast
ocoo- HIKOJIEHOE norepe OTCTaJIOCT
HOCTb / oOyueHue; paboTocmo b
HIKOJIBHO CHIDKCHHE cobHocTH /
e Ha 1 SD crocobHocC
oOyudeHu (Cranmapta TH K
e; oe [IKOJIbHOM
UHTEIIe OTKJIOHEHU y
KT €) win 00y4eHUIO0
COXpaHe HapyllIeHue ;
H B KOTHUTHUBH
OCHOBHBIX oe
JTanax CHU)KEHHE
pa3BUTHUA Ha>2 SD
Ipumeuanne: OGMOpok K1accudumupyercs 1o kateropun HEBPOJIOTMYECKOU
TOKCHUYHOCTHU.
['onoBokpyxeH He He Bnuser Ha Biuser NuBanuausu
ue T BITUSIET ¢GbyHKLHIO, Ha pymolee
Ha HO HE OyaHUY TOJIOBOKPYK
GbyHKITH MIPETSITCTBY HYIO eHue,
10 eT aKTHUBH MAIUEHT
OyAHUYHOMN OCTh MIPUKOBAH K
AKTUBHOCTH MOCTENU
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MaMsTu He namsTH, namsTH,
BJIMSAET Ha BIIUSAIOIIA BIIUSIIO
GbyHKIHIO g Ha 11ast Ha
(GyHKIIHIO OymHUY
, HO He HYIO
MPEnsiTCT aKTUBH
BYIOILIAsI OCTh
OyaHUYH
o
aKTUBHOC
™
N3menenus Crnalble YmepeHH Tsoxen CyuuunansH
HaCTPOCHHS — U3MEHEHUS bIC bIe bI€ MBICJIH,
TPEBOKHOCTb, HaCTPOCHHS, M3MEHEH U3MEHE MalKUeHT
BO30YKICHHE HE ust HUS npeJicTaBisie
BITUSIIOLIME HACTPOEH HACTpoe T OMACHOCTh
Ha us, HUS, i ce0st
byHKIIHIO BITUSTFOIITA BITHSIIO
€ Ha ye Ha
byHKLHIO OynHuY
, HO HE HYIO
MPENSTCT aKTUBH
BYIOIIIHE OCTh
OyaHUYH
on
aKTUBHOC

T™
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Jenpeccust HaCTPOCHHS, H3MEHEH H3MEHE MMalueHT
HE Hst HHUSA MpeACTaBIIsIe
BJIMSIOILINE HaCTPOCH HacTpoe T ONACHOCTh
Ha us, HUS, I71 ce0st
GyHKIUIO BIIUSIONIN BIIHSIIO
¢ Ha [IHe Ha
GbyHKIIIO OyaHUY
, HO HE HYIO
MIPENSTCT AKTHUBH
BYIOIIIHE OCTb
OyaHUYH
oM
aKTHUBHOC
TH

VUH®EKIWS / DEFPUJIbHAS HEVTPOIIEHUSI




Toxcuunoc 0 1 2 3 4
Th
debpunpHas H - - Ectb Yrpoxato
HEUTpOTCHUS €T 1105051
(uxopanka KU3ZHU
HESCHOIO CEIICUC
MIPOUCXOXKIACHU (Hampumep
51 0e3 ,
KIIMHUYECKU CENTUYECK
WU Ui 1110K)
MHKPOOHOJIOTH
YeCKHU
JOKa3aHHOU
WHPEKITUH )
Nndexmus 6e3 H Cnabas, YMepeHn Tsxenas Yrpoxato
HEUTPOIICHU U er 0e3 as CHCTEMHA 1007071
AKTUBHOU JIOKAJIN30 s KU3HU
Tepanuu BaHHas uH(peKIu CETICHC
nHpexn s, (Hanmpumep
o, TpeOyroIg ,
TpeOyro1] ast CENTHYECK
ast BHYTPHBE Ui 1110K)
TOMHYECK HHOT'O
oM UM BBEIICHUS
nepopaib aHTHOUOT
HOM HWKOB, UJIN
Tepanuu MIPOTUBOT
PHOKOBBI
X
npenapar
OB, UJTN
TOCITUTAT
W3aluu

IMYJAbBMOHOJIOI'MYECKASA TOKCUYHOCTbD
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Kamrens Her Crna0wrii Tpebyer Tsoxensl -
, MPUMEHEHU "
o0erya s Kalienb
eTcs POTHBOKA 17001
oespetie IIJIEBBIX KalllIeB
nTyp- CPEICTB, ble
HBIMH coJepKarg CHa3Mbl,
npernap ux TI0XO
aTamu HApKOTHUYE MOAIA10
CKHe ecs
BElIECTBa 17001
COBCEM
HE
MOAA10
Iecs
Tepanuu
HE®POTOKCUYHOCTD / YPOTEHUTAJIBHASI TOKCUYHOCTD
Kpearnnun B >BI'H - >1.5- >3.0-6.0 > 6.0 X
HOpM 1.5x 3.0x x BI'H BT'H
e BT'H BI'H
Jusypust Her Cnabo Cumnrom Cumnrom -
(Oone3nenHoe BBIpaxe bl bl HE
MOYEHCITYCKaH HHBIC KYITUPYIO KYITUPYIO
ue) CHMIITO TCS TCA,
MBI, HE Tepanuen HECMOTps
TpeOyro Ha
mme TEpaIuio
BMeIIaT
€bCTBA
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[Iporeunypus Her 1+umm 2+ o 3+ 4+ unu > HedpoTtnu
WIH 0.15-1.0 win 1.0 - 3.5r/24 eCKUi
< r/24 3.5r/24 yaca CHUHJIPOM
0.15 qaca qaca
r/
24
qac
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HpI/IMe‘laHI/IeI €CJIN MCIKY a0COJIFOTHBIMU I_[I/I(l)pOBLIMI/I 3HAYCHUAMU U PE3YyJIbTaTaAMU

OIIpCACIICHUS Ha ITOJIOCKAX €CTh PACXOKIACHUA, AJIA KJ'IaCCI/I(bI/IKaI_[I/II/I pYKOBOI[CTBYﬁTeCB

a0COJIFOTHBIMU 3HAYCHUSIMMU.

PEITPOAYKTHUBHASA TOKCUYHOCTb

DOpeKTUIIbHAs Her Cnabo YMepeHH Opekuus -
UMITOTCHIIUS BBIPKEH 0 OTCYTCTB
Hast BBIpKEH yeT
(apexrus Has
HapyIIeH (opexuus
a, HO HapYyIICH
JI0CTaTOq a,
Ha) HEeJoCTaT
OYHa JJis
MIOJIOBOTO
aKTa)
Kenckas Her - - Ectp -
CTepUIILHOCTD
JInbduno B CHIKeHH Bripaxxen - -
HOp e TuouI0 HOE
Me CHUKCHU

€ JIMonIo
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