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MnepnenkounTo3 y fetem ¢ OCTpPbIM
MUESIOMAHbIM NIEUKO30M

H.B. 3axapos!, N./. KanunuHa?, [.A. Benér?, T.10. Canumosa?, [1.A. EBcees?,
0.B. MopoHkoBa?, A.A. MacuaH?

1KIBY «KpacHOAPCKWii KpaeBok KITMHUYECKMI LIeHTP OXpaHbl MaTepu U BeTCTBa»
MunsapaBa Poccun, KpacHosipck

2@rbY «HaumoHarbHbli MEeAULMHCKUI MCCIIe[0BATEeNbCKUI LIEHTP AETCKOV reMaTosorum,
OHKOJI0rMun U uMMyHosorun uM. [imutpus Porayesa» MuHsgpasa Poccun, MockBa

CraTbs npencTasnseT coboin aHanMa nocneaHux nybnmkKaumnii, NOCBALLEHHbBIX MMNEPNENKoLMTO3y Mpu
OCTPOM MUENOUIHOM Neitko3e y aeTei. MoapobHO pacCMOTPEHb! MeXaHN3Mbl PA3BUTHS SKU3HEYMPOMKAIOLLIMX
OCJTOKHEHWIA, COMPOBOXAAIOLLMX FMMepiekounTos. B naHHOM 0630pe nuTepaTypbl aBTOPbI aKLEHTUPYIOT
BHMMaHMe Ha aleKBAaTHOCTU N CPOKax NpoBefeHns Tepanun TaknUxX XXU3HeyrpoKawmnx OCIIOXKHEHUN
rMneprienkoumnTosa, Kak nenkoctas, [IBC-cMHOpPOM, CMHAPOM OCTPOro fv3uca onyxosnu. ABTopbl
MOLYEPKUBAIOT, UTO B JIEYEHUM TUNEPSIENKOLMTO3a BasKHOE MeCTO, MOMUMO CrneLmdhuyeckon Tepanum,
3aHUMaeT conpoBoauTesibHaa Tepanma B YCNOBUAX OTAENIeHUA WHTEHCUBHOWM Tepanuu. 06cy>kuaeTc;|
MEeCTO 3aMeHHbIX reMoTpaHcdy3ui 1 neikodepesa B COCTaBe COMPOBOAMUTENBHON Tepanuu.

KnioueBble cnoBa: getu, 0CTPbIfi MUEIOWAHBIN NEHKO3, rMneprestkoLumnTos, XuMmuoTepanus
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Hyperleucocytosis in children with acute mieloid leukemia

N.V. Zacharov?, I.I. Kalinina?, D.A. Venev?, T.Y. Salimova?, D.A. Evseev?, 0.V. Goronkova?, A.A. Maschan?
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2 Dmitriy Rogachev National Medical Research Center of Pediatric Hematology. Oncology,
Immunology Ministry of Healthcare of Russian Federation, Moscow

This article presents analysis of recent publications on hyperleukocytosis in children with AML. The mechanisms of the
development of life-threatening complications accompanying hyperleukocytosis are analyzed in detail. In this review of the
literature, the authors focus on the adequacy and timing of therapy for such life-threatening complications of hyperleukocytosis
as leukostasis, DIC, and acute tumor lysis syndrome. The authors emphasize that in the treatment of hyperleukocytosis an
important place, in addition to specific therapy, is taken by the accompanying therapy in the intensive care unit. The place of
replacement blood transfusions and leukopheresis as part of the accompanying therapy is discussed.
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unepneikountos (1) MpyM 0CTPOM MUEronaHOM
neikose (OMJ1) MoKeT NpUBECTM K NeiikocTasy —
YrPOsKaIOLLLEMY SKU3HU OCIIOKHEHMIO, BbI3BAHHOMY
afresvieit neikeMUUECKMX KNeTok B Kanunnspax [1, 2].
['J1 aBNsieTCcs KpUTEPUEM «BbICOKOTO PUCKa» NENKO3HOM0
npouecca, cnocobcTByeT MOBLILIEHWUIO NETaNbHOCTM
n3-3a MeTabonMueckux HapyLleHui, 0bycnoBneHHbIX
MaCCMBHbIM pacnafoM OMyXoJieBbIX KIETOK — CUHAPOM
onyxonesoro nuauca (COJ), a Takke HapylleHueM
MO3roBOro ¥ JIero4YHOro KpoBoobpalleHusa BcrencTane
newikocTasza. OCrNosKHeHUs MerkocTasa — 3TO Mporpec-
CUpYIOLLIMEe HEBPOSIOrMYECKME U PECIMPATOPHbIE Hapy-
WweHuns, obycnoBneHHble MHPUAbTPaUMEN MEeKUX
COCYIOB M MX OKKIIO3Mei BnacTHbIMKU KneTkamu [3-6].
B oTcyTCTBME NEyeHuss nporpeccupyeT runepesas-
KOCTb KPOBW, BbI3BaHHAsi BbICOKUM YPOBHEM J1IEMKOLMTOB,
UTO MOMKET NMPUBECTU K NMOSIMOPraHHOM HEAOCTAaTOYHOCTM
n cmeptu. Okono 10-20% BonbHbIX C nekocTa3oMm

nornbaloT OT MHTPaKpaHWasbHbIX KPOBOUIMUAHWUIA U
AbIXaTenbHOM HepocTaTouHocTH [6—8], 0bycroBreHHbIx
MacCMBHOM arperaumnen BnacTHbIX KNETOK B MUKPOCO-
CYLMCTOM pycrie Nerkux, rofioBHOro Mosra u Apyrux
OPraHoB; Npu NIEr0YHOM NENKOCTA3E MOPaalOTCs TaKKe
napeHxuMa v anbBeosisl (pUCYHOK).

CkneunBaHne M1enobnactoB — NpUYMHa MexaHuye-
CKOM 0BCTPYKLMM MESIKUX COCYAO0B — MPUBOLMUT K Hapy-
LWeHuio nepdy3nn B MUKPOLIMPKYNATOPHOM pycre B
rOfIOBHOM MO3re, JNlerkux. TkaHeBas MHBa3Us MWEmNo-
BnacTos orocpenyertcs MeTannonpotenHasamu (MMP-
9), KOTOpblE 3KCMPECCUPYIOTCA Ha KIETOUYHON NoBepX-
HOCTU M CEKPETUPYIOTCA BO BHEKIIETOYHbIA MaTpUKC.
KnuHuueckas cuMnToMaTvKa BKIIOYaeT reMopparuye-
CKWI CMHOPOM, Taxu- U AUCMHO3, TMNOKCHIO, MHAUIIb-
TPaTUBHbIE U3MEHEHUS B NErkux W [blxaTenbHYI0
HefocTaTouyHOCTb. CO CTOPOHbI LeHTpanbHOW HEPBHOM
cuctembl (LLHC) HabniopaloTca MeHTarnbHble pacCTpoii-
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PucyHok

MaToreHeTYeckue MexaHn3Mbl neitkoctasa [6]: war 1 — cekpeuuns
untoknHos (TNFo., IL — 1B) muenobnactamu; war 2 — akTusaums
SHLOTeNManbHbIX peuentopos agresuu (ICAM 1, VCAM 1,
E-selectin); war 3 — agreaus MmenobnacToB Ha 3HOOTENUK
Figure

Pathogenetic mechanisms of leukostasis [6]: step 1 - cytokines
secretetion (TNFo, IL — 1B) by myeloblasts; step 2 — endothelial adhesion
receptors activation (ICAM 1, VCAM 1, E-selectin); step 3 — endothelial
myeloblasts adhesion

CTBa, aTakcusi, QUNIIONWA, HapyLeHUs cryxa, xopes
nnbo COMHOMEHLMSA; 0PTanNbMONOrMyeckne HapyLLEeHUS
— OTEK AMCKOB 3pUTESIbHbIX HEPBOB, KPOBOU3MUSHUS U
3KccynaTbl B ceTyaTKe C BO3MOMHON ee OTCIOMKON,
Tpomb03 BeH rnasHoro fHa. BosMoxHbl KapaouoBa-
CKYNsipHble HapyLleHus B BUAE MPOrpeccupyioLlen
CepheyHoV HELOCTAaTOYHOCTM, CTEHOKAPLUM U apUTMUK.

Hanbonblunii puck pasButus neikoctasa Habnio-
pnaetcs y pgeteit ¢ M5 BapuaHTtom OMJ1. U3BecTHO, uTo
MoHobnacTbl obnapatoT Bonee BbICOKOW, YeM Apyrue
nenkeMmyeckune BrnacTHble KMeTKU, CMOCOBHOCTLIO K
afresunu, NHBa3WM U BbIXKMBAEMOCTM B TKaHSIX, a TaKxke
Bonee BbiCOKOW MeTaboNMUECKOW aKTUBHOCTbIO U
npoayKume BOMbLLIOro Yncna LUMTOKMHOB M NIMTUYECKUX
dhepMeHTOB, yCcyrybnsiowmx HapyLleHus, Bbi3BaHHbIE
MOHOBnacTaMu B TKaHAX MOYEK, NMErKMX U rOOBHOMO
Mo3ra [6, 7, 9].

MaToreHeTUYecKne MexaHM3Mbl JleMKoCTasa

HauanbHasi cpasza HopManbHOW nenkouuTapHoOn
agresvn B MecTe BOCMafieHUsi OnocpefoBaHa Cenek-
TUHaMK, KOTOpble B3aUMOLENCTBYIOT C MHTErpuHamMm
LA pacnpefenieHns NeikoumuToB BLOSIb COCYAUCTOrO
aHpotenus [6, 10-12]. JleiikounTbl noaBepraioTcs
BO30EMCTBUI0 BOCMANWUTESIbHbIX MEAUATOPOB, KOTOpPbIE
aKTUBMPYIOT MHTErpuH 1 obreryaT MHTErpuUH-0Mno-
CpenoBaHHyl0 afresuvio. 3HAOTENUA BO3LeWCTBYyeT
Ha BOCManuTenbHble LUTOKUHbI, TakMe Kak dhakTop
Hekposa onyxonm (TNFoL, uHTepreikuu (IL)-1b nnm IL-4),
KoTopble TpebyloTcst AN 3KCNPeccun SHLOTeNMasnbHbIX
aAre3voHHbIX peLenTopoB, CNocobHbIX NoaLepsKMBaTb
nevkouuTapHbin nyn. Aareavs MmenobnacTtoB K 3HLO-
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TENUIo, aKTUBMPYEMOMY LIMTOKMHaMW, onocpenoBaHa
E-cenektuHoM, ICAM-1 n VCAM-1 (pucyHok).

PacnpocTpaHeHune 6nacTHbIX KNETOK B 3KCTpame-
OYNASpHbIX 0Yarax npu neikocTase — ofHa n3 npobnem
npu nevyenun nauneHtos ¢ OMJ1. MuenobnacTtbl MoryT
crnocobcTBoBaTh MX COBCTBEHHOM afre3vn K HeakTu-
BMPOBaHHOMY COCYAMCTOMY 3HOOTENUI0, YTO MOXeT
CbirpaTb BaHYIO pofib B NMaToreHese JieMkocTasa u
TKaHeBol uHBasuu [6, 13-15].

Ha oCHOBaHWM BbILLEN3MOKEHHOrO MOXHO CLenaTb
crnepyloLiMe BbIBOAbI:
® 3Kcnpeccus aare3MoHHbIX PeLenTopoB Cpeau

nogTunos OMJ1 M0-M5 (no FAB-knaccudpmkaLmm)

CUITbHO reTeporeHHas;
©® afresuvs nekeMuuyeckux knetok kK TNF-o-aktmeu-

POBaHHbIM 3HOOTENWAsIbHBIM KIIETKaM OnocpefoBaHa

CENeKTUHaMU N MHTErpUHaMm;
©® MuenobnacTbl NOCTENEHHO HaKanIMBalOTCA Ha Heak-

TUBMPOBAHHOM SHOOTENWUU, MHAYLIMPYS SKCMPECCUIo

peuenTopa aaresuv 3HAOTENMUAsbHbIX KMETOK,

BkNlovas E-cenekTtuH, P-cenektunH, VCAM-1 u

ICAM-1;
® cekpeuus LUMTOKMHOB MuenobnacTamu v agresus

NEeNKO3HbIX BN1aCTHBIX KMNETOK K 3HLOTENUAsIbHbIM

KIeTKaM C NMOMOLLbIO CNeLndnYecKnx aare3noHHbIX

peLenTopoB WrpalT BasKHyl0 pofib B pasBUTuM

newkocTasa.

BbICOKOE KONMMUECTBO NEKOLIMTOB MOKET BbI3blBaTb
TPW OCHOBHbIX OCIIOMKHEHWS: CUHAPOM AUCCEMUHUPOBAH-
HOro BHyTpucocyamcToro ceepTbiBaHusa (OBC), COJ v
nemnkocTas.

Pa3ssutme [1IBC — 3T0 3aKM0UUTENbHOE NPOsIBIIEHWE
aKTVBaLMM CUCTEMbI FEMOCTAa3a C BKITIOYEHNEM BCEX €r0
3BeHbeB. [1py 3TOM NPOMCXOAMT NPOLECC YCUIEHHOM
BHYTPUCOCYAMCTON KOarynsuum — B KPOBW NPUCYTCTBYET
3HauYWTeSIbHOE KONMYeCcTBO TPOMBMHA, Bbi3blBalOLLErO
CMCTEMHYIO aKTMBaUWMIO v Mocrefyiollee notpebrnexne
«ghakTopoB-cybcTpaTos> (hubpuHoreHa, NpoTpoMOmHa,
dhaktopos V, VIl 1 gp.), aHTUKOArynaHToB U TpOMBO-
LMTOB; NPOMCXOAMUT YacTUuHasa obcTpykumus Hanbonee
MEeJIKMX COCYAOB C WLLUEMUYECKMMU HapyLUeHUsIMK B
opraHax, roe B panbHeiLleM 0BHapyKMBaIOT peaKTuB-
HbI mbprHONMS.

Jlewenne [IBC-cuHApoMa BKIKOYaET:
©® nojfepsKaHWe afeKBaTHOro BHYTPUCOCYAUCTOrO

obbeMa (MUHUMU3ALMA 3ChPEKTOB MOBOro TPOM-

6o3a);
©® paHHMe M NOBTOpHbIE TpaHCcy3un BoMbLUMX KoMK=

UEeCTB CBeXe3aMOpOosKeHHOoN nnasmbl (C3M) —

20 Mn/kr/cyT; y B3pocnbix — He MeHee 800-1000

Mn/cyT;
® noBTOpHbIE NepenvBaHua TpomMBomaccesl (40 Mn Ha

10 kr mMaccbl);
® KpuonpeuunutaT — 5 MA/Kr Npu KPOBOTEUYEHUU U

CHWKEHHOM ypoBHe dmbpuHoreHa (< 1 r/n).
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Mpu neuennn OBC-cvHOpOMa He pekoMeHLyeTcs
renapuHoTepanus nyTeMm AAWTENbHbIX MHY3WI NOA
KoHTponem AYTB [16-18].

CUHAPOM OCTPOro JIN3UCA — 3TO KOMMIEKC
HapyLUEeHWii B pesynbTaTe MacCUBHOMO pacnapa omnyxo-
NEeBbIX KMETOK W BbICBOBOXAEHNA B NnasMmy u nepudde-
pUYecKne TKaHU BHYTPUKIETOYHOrO COAEPKUMOrO U
MeTabonunToB.

MeTabonmueckne HapyLLeHWA!
©® B pesynbTaTe M3nca KINeToK NPOUCXOAUT MaCCHBHbIN

BbIOPOC BO BHEK/IETOYHOE MPOCTPAHCTBO Chefy-

folmx cybcTaHumi: kanus, docdaTos, LepuBaToB

MYPVHOBBIX M NMUPUMUAMHOBBIX OCHOBAaHUM, Ba30aK-

TUBHbIX BELLECTB, NlakTaTa;
® COeAMHeHMe BHEKETOYHOro Kanbuma ¢ docda-

Tamu NpuBoaMT K 0bpasoBaHuio cnabopacTBOPUMBIX

dochaToB KanbLMsA U ONOCPELOBAHHO — K CHW-

YKEHWIO YPOBHS KanbLUua — rMnoKanbLuemMmm.

leMognHammuyeckme HapyweHus. [nnepkanu-
eMusa B pesynbTaTe OCTPOro HapyLlleHUs NPOBOAW-

MOCTU BblI3bIBAET HAPYLLEHWS CEPAEYHOrO pUTMa BMIOTb

00 OCTaHOBKM ceppua. MvnepdocdaTemus, nakraT-

aumnpos, rUnoKanbuMeMns MPUBOAAT K CHUNKEHMIO

COKpaTUTENbHOW DYHKLMM MUOKapLa U Kak pe3ynbTaT —

CHVKEHMIO CepAeYHOro Bbibpoca C pa3BUTUEM apTepu-

anbHOW rUNOTEH3UM.

OcTpoe roBpexpeHve noyek. B pesynbTate MeTa-
Bonmama, NpenMMyLLeCTBEHHO B NEYeHN, U3 AepnBaToB
HYKITEMHOBBIX KMCNOT B 13bbITOYHOM KonnyecTse obpa-
3yl0TCA MOYEBasi KNCMOTa, KCAHTWHbI M TMMOKCaHTWHbI.
B ycnoeusix nakTaT-aunao3a, runoTeH3nn, akTMBaLmK
BOCManMTeNbHbIX peakUuWin BblBEAEHME MOYKaMu
NPOLYKTOB MacCMBHOIO UMTONM3a 3ameaneHo. Cnabo-
pacTBOPWMbIE COMM MOYEBOW KMUCMOTbI (ypaThbl), KCaH-
TUHBI ¥ TUMOKCAHTUHBI BbINAfaloT B OCaA0K B KUCIOM
cpeae, NPeLUNUTUPYIOT B MOYEUHbIX KaHasbLax (ypaTHas
Hedpponatus).

®ocdhaTbl KanbLmWs BbiMafaloT B 0CAfOK B LLEMOYHOM
cpefe M NpeuMnUTUPYIOT TaksKe B NMOYEYHbIX KaHasbLax
(HedbpoKarnbLMHO3). KpucTannmusaums ypatos 1 hocdaTos
B KaHarbLax CONpOBOXAAeTCA BbIDPOCOM MeanaTopoB
BOCMaNMTENbHbIX PEAKLUMI, MPUBOASALLMX K OTEKY, Ba30-
KOHCTPUKLMW W BOMOSTHUTENBHON 0BCTPYKLMM MOYEYHbIX
kaHanbLeB. [pouecc yalle Bcero ycyrybnsetcs nopa-
KEHMEM CaMUX MOYEK NENKEMUYECKUMU KIleTKamu;
pesynbTaT — HeobpaTuMble U3MEHEHWA B MOYEYHbIX
KaHarmbLax, Ux HeKpos.

lMpogpmnaktuka COJI BKawoyaeT:

@ nposefeHue runeprugpataumm — 3 n/m?/cyT
c dhopcupoBaHHbIM AnypesoM (> 2 Mn/kr/u)
npodMnakTMYecknM MpPMEeMOM annonypuHona
B nose 10 Mr/kr/cyT;

® ankanusauma Mouu: HasHavaloT bukapboHaT HaT-
pusi — 40—80 MMonb/n 0o focTUeHnst pH 7 B Moye ¢
Lenbio yyyLlnTb pacTBOPEHWE YPaTOB ¥ MOYEYHbIN

KPOBOTOK, YTO CMocoBCTBYeT nepexofy Kanvs B

KNeTky 1 cTabununanpyet MMOKapA;
® TIUNepypUKeEMUsT MOXET MPUBECTU K MOPAKEHUIO

noyek, MO3TOMY Ha3HayaloT anonypuHON —

10 mr/kr/cyT, per os, wnn pacBypukasy (chacTypTek) —

0,2 Mr/Kkr/cyT, BHYTPMBEHHO, B 3aBMCUMOCTM OT

YPOBHSi MOYEBOM KMUCNOTbI. ANNONypuHON — MeHee

LOPOrocTOALWMMA npenaTaTt, HO ero MpUMeHSsIT

TOMbKO C Lienbio NPefoTBpaLLeHNs CUHTe3a HOBOM

MOYEBOW KUCMOTbI; B ClyYae BblpaskeHHON runep-

ypukemumn n COJ1 HasHavatoT pacbypukasy (ypaTok-

cupasy), kotopas 3EKTMBHO CHUMKAET YPOBEHb

MOYEBOM KMCMOTbI MyTeM hepMeHTaTUBHON Jerpa-

[aLuW fase Mocre OfHOKPaTHOro MPUMEHEHUS.

KoHcepBaTuMBHOE feyeHue runeprannemMum
MPOBOAAT MPU YPOBHE Kanusa Bbllle BEPXHeR rpaHuLibl
HOpMbI. [lpn HeapEeKTMBHOCTU Tepanuu MokasaH
cpouHblil reMoamanus [6, 19, 20].

JlevikocTa3 pasBuBaeTCa NpPU yyacTuu ABYX
OCHOBHbIX MexaHu3MoB. Peonorunyeckas mMogenb 0CHO-
BaHa Ha MexaHWYeCKOM HapyLUeHUM B MOTOKe KpPoBM 3a
CUeT YBENMUEH s BA3KOCTY B MUKPOLMPKYnsiumm [1, 2, 5].
C opHOW CTOpOHbI, MMenouaHble bnactbl bonblle, YeM
NUMAONEHbIE UM MOBEPXHOCTHbIE TPaHYMOUMTbI, C
OPYrov — nenko3Hble BnacTbl 3HAUMTENbHO MeHee
BedopMMpyeMbI, YEM 3perible NENKOLUUTBI, — 3TO 0bbsC-
HAeT BoJflee BbICOKWI YPOBEHb JEMKOCTaTUYECKUX
ocnoskHeHu npu OMJ1, B oTnnMumne oT ocTporo numdo-
BnacTHOro, XPOHNYECKOr0 MUENIOULHOrO U XPOHMYe-
CKOro numdoumTapHoro neikosos [18, 21]. Kpome Toro,
LIMTOKMHOBOE 3HAOTENWANbHOe NoBpexaeHne, nocnemy-
loLLlee KPOBOM3MNUAHUE, FTUIMOKCMYECKOE MOBPEXAEHNE
1 akcTpasasaums npu OMJ1 nyTem nocnepoBaTenbHOro
MOBPEXAEHWS TKaHW MaTPUYHbIMWU MeTanonpoTeasamm
MOryT BHOCUTb CBOM BKNaj B MaTtoreHes fenkocTtasa
[22-24].

Tepanusa runepserMkouunTosa

YunTbiBas KU3HEYrpOKaIOLLME OCIIOKHEHUS, CBSi-
3aHHble C pa3BUTMEM NerKkocTasa, crneunduyeckyio
Tepanuio npu OMI1 ¢ I'T1 cnepyeT HaunHaTL He3aMen-
NUTENBbHO, MO KOHTPONEM Bpayeit — remMaTosioros u
peaHuMaTonoroB. BaskHa Takke pofb COMPOBOAW-
TenbHOW Tepanuu, ocobeHHO reMoTpaHcdy3nMoHHas
Tepanusa 1 Tepanuu HeOTNOXHbIX COCTOSIHWIA, BNAOTb 40
NPOBEAEHNs MCKYCCTBEHHO BEHTUNsALMM nerkux (MB),
MOYEYHON 3aMeCTUTENbHON Tepanuu.

Cneuncpunyeckas tepanuns. MesoyHapooHbIX
PeKoMeHJaLui Mo NPOBEAEHMIO LIMTOPERYKTUBHOW dhasbl
WHOYKLUMKM He cyllecTByeT. locvHOpOMHas Tepanus
NeMKoCTaTUYECKUX OCIIOKHEHMI TpebyeT rocnutanu-
3aLUuMK B OTAENIEHNSt MHTEHCUBHOW Tepanuu 1 He BCeraa
3hdeKTUBHA, NOSTOMY MX NPOCPUNIAKTMKa NpencTaBns-
eTcsa Hambonee BaXHOMN Mpu JNIeYeHUn feTen C PUCKOM
pa3BUTMS NEnKocTasa.
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M3BecTHO, UTO XxMMMOTEpanusa co CTaHAAPTHbLIMU
pno3amu uutosapa (Ara-C) 3avacTyio nposouupyet
pasBUTWE CMHOPOMA NENKOCTa3a, NO3TOMY C LEeMblo ero
NpoOMNaKTUKN UCNONb3YIOT: Nnenkadgepes, obMeHHble
NepenvBaHnst KPOBU U LIMTOPERYKLMIO, HanpaBieHHYo
Ha NoCTeneHHOe CHWXeHWe KonuyecTBa bnactos B
KpoBu. OauH 13 NOMyNAPHLIX PEXMMOB LIMTOPesyKUMM —
KOMBUHaLUMs 6-TuryaHuHa B gose 40 mr/m?/cyT n Ara-C
B TOW e J0o3e. AnbTepaHaTVBHbIA MeToL — Ha3HayeHne
rMapoKcuMoYeBmHbl B fo3e 40 mr/kr/cyT [17, 25].
"pynna uccneposatenen rocnutansa St. Jude ncnonb-
3yeT B MHOYKUMU peMuccumn knagpubux, obnapaoLui
HavbonbLlen 3cpdHEKTUBHOCTBIO B OTHOLIEeHUH M5-Ba-
puaHTa [26], uTo, N0 UX MHEHMIO, CTaHOBWTCS MPUUUHOA
HWU3KOM CMEPTHOCTU BOJIbHBIX C FMMNEpPSIeNKOLUTO30M
[27].

B cnyuae ']l npu ocTpoM nmpoMuenouuTapHOM
nevikose (OMJ1, M3-BapuaHt OMJ1) pekoMeHayIoT He3a-
MELNUTENbHO HauYMHaTb cneumndInyeckyto Tepanmio Beca-
HOMIOM W BBOAMTb @HTPALMKIIUHBI; HEKOTOPbIe aBTOPbI
npeasnaraloT UCMomnb30BaTh TPUOKCU MblLLbsKa [6, 28, 29].
B kauecTBe AOMNONHWUTENbHOW MATOreHeTUYECKON
Tepanuu NpUMEHSIOT:
® [ekcaMetasoH B gose 0,6-0,8 Mr/Kkr/cyT, BHYTpH-

BEHHO, Ha TpW BBeAEHWA, [O Tex Nop, Mnoka

YPOBEHb NENKOLMTOB B reMoOrpaMMe He JOCTUIHeT

20 x 10°/nm;
® TpeHTan — 20 Mr/Kr/cyT, NOCTOSAHHOM MHAY3WeN;
©® npu 3aMecTUTENbHbIX TPaHCAY3NSX IPUTPOLIUTOB

ypOBeHb remMorfiobrHa He [LOSKEH NpeBbiwaTb

70 r/n.

JekcaMeTa3oH Vcnonb3yloT Kak AOMOSTHEHME K
XMMUOTEPANUK B LENAX YMEHbLUEHUA NMPOLYKLMN LUTO-
KWHOB, arperauuun 6nacToB K 3HAOTeIMabHbIM KIeTkaM
M Hakonnexuusi 6nacTtoB B MHTepcTUumMK. [puMeHeHne
LeKcaMeTa30Ha LieflecoobpasHo npu pecnupaTopHOM
aucTpecc-cuHapome nerkux (PLC), B ocHoBe KOTOpPOro
nexkaT dpaKTopbl, MPUBOLSALLME K TOMY, YTO B UHTEp-
CTULMANbHON TKaHW JIerKMX W Kanunnsipax opraHa B
BonbLIOM KonmyecTBe cobupaloTCs aKTUBUMPOBaHHbIE
NEenKouMTbl U TPOMBOUMTbI, NPOUCXOANT BbiAENEHNE
MHOXEeCTBa BMONMOrMYECKM aKTUBHbIX BELLLECTB: NpocTa-
rMaHOVMHOB, MPOTENHA3, TEVKOTPUEHOB, TOKCMYECKUX
KWMCINOPOAHbIX PaaMKaroB, KOTOpble NOBPEXAAIOT anbBe-
ONSAPHLIN 3NUTENUN U IHOOTENUN COCYAOB, MEHAIOT
PEaKTMBHOCTb COCYAOB, TOHYC BPOHXManNbHOW MyCKyna-
Typbl, cnocobcTBytoT pa3suTtuio nbposa. B pesynbtaTte
YBENUUMBAETCS NMPOHULLAEMOCTb COCYLOB, NPOUCXOLUT
Cna3Mm JIeroYHbIX Kanunisapos, MOBbILLAETCH AaBMEHNe
BHYTPU HUX. DUKCUPYETCSH BblpasKeHHOEe MPOMoTeBaHue
nnasMbl U 3PUTPOLMTOB B aNnbBEOSbl U MHTEPCTULM-
anbHyl0 TKaHb NErkux, pasBMBAIOTCA OTEK JIerKux W
atenektas. OcHoBHOW MeTop Tepanuu ocTporo POC —
MBJ1. MockonbKy B OCHOBE MOBPEMAEHWUS NErKUX Npu
PLC nexat BocnanuTesibHble NPOLEecChl, TOrMYHO Npea-
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MOJSIOMNUTb, YTO NMPUMEHEHNE NPOTUMBOBOCMANMUTESbHbIX
CpeacTB, NpPexae BCEro KOPTUKOCTEPOMAOB, MOXeT
ynyuLlaTth pesysbTaThl ieyeHus. [puMeHeHne npegHn3o-
noHa B MakcuMarnbHoi fose 30 Mr/Kr/cyT MoskeT Urpatb
MONOKUTENbHYIO ponib npu passutum PAC [30-32].
OpHako Henb3s 3abbiBaTb, UTO MPUEM feKCaMeTa3oHa
yBENNUYMBAET PUCK MHMEKUMOHHBIX OCTOKHEHUI Y
BonbHbIx ¢ OMJ1, noaToMy B npoTokone OMJ1-MM-2006
NPOJOSKUTENBHOCTb BBEAEHUS fieKCaMeTasoHa orpaHu-
ueHa — 10 LOCTUXEHUS YPOBHS Neikoumtos 20 x 107/n.
B kauecTBe conpoBoguTenbHOM Tepanuu HeobxoauMo
NpMMeHeHe aHTUCEKPEeTOPHbIX npenapaTos (omes,
HeKcuyM) 1 NpoTUBOrpUbKoBas NPoMIaKTHKa, Hanpas-
NeHHas NPOTMB NnecHesbIx rprbos (NosakoHa3on, Bopu-
KoHasos) [33].

TpeHTan ® — BazopMnaTvpyloLLmMiA Npenapar, yyu-
LUAIOLLMIA MUKPOLIMPKYNALMIO, aHMMOMPOTEKTOP, NPou3-
BOOHOE KcaHTWHa. TpeHTan® ynyuliaeT peonoruyeckue
CBOWCTBa KpOBM (TEKyuecTb) 3a CUeT BO3OeiCTBUS Ha
MaToNOrMyecky N3MeHeHHyIo 1echOpMUPYEMOCTb 3PUTPO-
LMTOB, MHrMBMpyA arperaumio TPOMBOLMTOB U CHUKas
MOBbILLEHHYIO BA3KOCTb KPOBW. YNyullaeT MUKPOLIMPKY-
NSALMIO B 30HaX HapyLLEHHOro KpoBoobpaLLleHus.

TaKTuka 3aMeHHbIX reMOoTpPaHCy3uun.
C uenbio yMeHbLUEeHWA BA3KOCTU KPOBM M KaK cref-
CTBME NEMKOCTATUYECKOr0 MOPAKEHNS OpPraHOB PeKo-
MEHL0BaHO YMEHbLUUTb KOTMYECTBO reMoTpaHcdy3ni
Ha 9Tane NpoBefeHUs NHOYKLMOHHOW Tepanuun. YpoBeHb
remornobuHa onsa nauneHToB ¢ [J1 He [omKeH npeBbI-
watb 70 r/n. TpaHcdysun TpomboKoHUEHTpaTa U
C3I1 cnepyeT NpoBOAUTL MO CTPOrMM MOKa3aHUAM Mpu
passutun [BC-cuHApOMa U/WMnnM remMopparuyeckux
OCIIOKHEHWI.

Jlevikaghepe3 — 3TOT TEPMUH MPOUCXOOMUT OT
FPEYECKOro «OTHATL>. [PUHATBI CTaHAAPTbI LN NIeYeHns
[BC n COJ1, npu aToM ucnonb3oBaHue nerikadepesa npu
rMneprenkoLnTo3e B LMTOPERYKLMM NO-MPEXHEMY OCTa-
eTca Temow nebatoB. Jlelikacbepes npu [J1 ocHoBaH Ha
npuHUMNe BbICTPOro yaaneHns U3NULLHKUX NEeAKOLMTOB
MexaHu4yeckuMm crnocobom. MexaHuueckoe ypaneHue
nenkouMTOB B npouecce nevikadeposa ctano obuie-
LOCTYMHO BO MHOTMX reMaTosIornyeckunx LeHtpax. Ecnm
achepesHoe obopynoBaHWe OTCYTCTBYET, MPOU3BOAST
3aMeHHOe MepesniMBaH1e KpoBU W/unv nnasmbl — 3TOT
MeTOA MOXHO MCMONb30BaTb B Ka4yecTBe afibTepHa-
TWBHOW CTPaTernn yMeHbLLEHUSA KOIMYECTBa IENKOLIMTOB
[16, 6]. B coBpeMeHHbIX ycTpoiicTBax adepesa (cenapa-
TOpbI KIETOK KPOBM) NENKOLMUTBI U MX NPeaLLIeCTBEHHUKY
OTHENATCS OT KPOBUM NaumeHTa nyTeM LeHTpudyrun-
poBaHusi. [py 0OMHOYHOM NelKadpepese KONMMUYEeCTBO
NEeVKoLMUTOB MOKeT BbiTb YMeHbLUEHO B npepenax ot
10 no 70% [34].

AdbdhekTnBHOCTL Nenkadpepesa 4N YMeHbLUEHUS
KONM4yecTBa NENKOLMTOB Bblnia NoKazaHa B HECKOMbKMX
KIIMHUYECKUX UCMbITaHWSX, OQHAKO ECTb IBE OCHOBHbIE




OB3OP JINTEPATYPbHI

MPUYMHBI, MO KOTOPbIM MCMNONb30BaHWe nenkade-
pesa y nauueHToB c [J1 Bce elle HaxoauTcs B CTaguu
obcyxaenuns. Bo-nepsbiX, OCHOBHasA YacTb NnerkeMu-
UECKOI MacCbl OMYyXONM HaXOAUTCA B KOCTHOM Mo3re
— 3TU KNeTKn bbICTPo Mobunn3ylTcA B nepudeprye-
CKYI0 KpPOBb Nocrie ycrneLuHoro neikadgepesa [25, 35].
BTtopoe, bonee BaxHoe ycroBue COCTOMT B TOM, YTO
BnaronpusATHbIA KNMHUYECKUI 3PEKT Ha paHHUX
3Tanax MHOYKUWMOHHOW Tepanuu He Bbln MokasaH B
KIIMHUYECKUX UCMbITaHUAX. PesynbTaTbl MpoBefeHHbIX
nccnenoBaHui Hemnb3s 0606LLaTb M3-3a FETEPOreHHOCTM
NPEenCcTaBneHHON NoNyNALMM NaumeHToB. [py cpaBHeHUH
MauMeHTOB, KOTOPbIM Db BbINOMHEH Neikadiepes, u
NaLUMEHTOB TeX YUPEXAEHWUN, TAe UCMOSb3YIOT NMOSINTUKY
«HWKOra» UMW «MHOrLa», NMOJOKUTENbHbIX 3dHeKTOB
He AokasaHo. Mccneposatenu He Habnopanu cBAsK
MeskAy MPOLEHTOM MauMeHTOB, MOSyYaBLUMX Neika-
chepes, 1 yacToToi paHHei cMepTH [6, 36, 37].
Jlenkadbepes nNoBTOPSIOT €KeAHEBHO A0 UCYes-
HOBEHWS CMMNTOMOB JIEMKOCTa3a U CHUKEHWS YPOBHS
nemkounToB MeHee 100 x 107/n. LuTopenyKTuBHble
MEeTOAbl NeYeHns CrnefyeT WCMonb3oBaTb He3aMeanu-
TenbHO npwu guarHoctuke OMIJ1, ux Hemb3a OTCPOUNTL
WY OTMOMUTL M3-3a NPOBEAEHUS NPOLEnypbl Neiika-
epesa. MpodunakTnyeckuit neikagpepes He uMeeT
MPEeUMYLLECTB MO CPABHEHMIO C MHTEHCUBHOM MHAYKLM-
OHHOWM XMMMOTepanuen v NoAAEPKMBAIOLLEN Tepanuei,
B TOM uncne y nauneHtos ¢ COJT. Mpw ONJ1 neikadpepes
MOXXET MPUBECTM K KOarynonaTuu 1 yBenUYUTb YacToTy
OCIOMKHEHWUI, MO3TOMY HE PEKOMEH0BaAH.
3hPEKTUBHOE COKpALLEHME YPOBHS NENKOLIMTOB U
XOPOLLIO NepeHocMMas npouefypa fenaloT nerkadepes
BO3MOXHbIM METOOM Tepanuu, ofHaKo HeobXxomMMoCTb
OOMOJSIHUTENBHOrO AOCTYNa, UCMOMb30BaHWE aHTUKO-

arynsHToB, yCyrybnaioLwmx puUck remMopparmyeckmx
OCMoXHeHun y nauuenToB ¢ [1BC n TpombouuTonexuen,
a TaKKe 3NeKTPONUTHbIN gucbanaHc 3aTpyaHAT npume-
HeHWe [aHHOW npoLenypbl, 0COBEeHHO Yy aeTen MnaaLlen
BO3pacTHoW rpynnbl [6, 16, 29, 36].

BbIBO[bl

HecMoTps Ha noBbiLeHne apheKTUBHOCTY Tepanum
OMIJ1 3a cueT nposeaeHus BbicokonosHom MXT n TICK,
a TakXe COMPOBOAMUTENbHOM Tepanuu, nauneHTbl C
BbICOKMM WMHULMAMbHBIM YUCIIOM JIEMKOLMTOB Npep-
cTaBnalT ocobylo nonynsumio BonbHbIX, XapaKTepu-
3YIOLLMXCH BbICOKON 4acTOTOW pasBUTUA draTarbHbIX
OCINOXHEeHMIN, Taknx Kak newvikoctas, POC, COJ1, OBC,
4yTo TpebyeT He3aMeannMTeNbHOro NPOBEAEHNA UHTEH-
CMBHOM Tepanuu, skenatenbHo B ycrosuax OPUT. Cneuu-
huueckyio Tepanuio TakuMM naumeHTaM Heobxogumo
HauMHaTb He3aMe[sINTeNlbHO, C MOMEHTa YCTaHOB-
nenusa guarHosa. ObcyxpaeTtcs Bonpoc 0 Heobxoawn-
MOCTU nerkodpepesa 1 3aMeHHbIX NepenuBaHnin KpoBsK
B COCTaBe COMPOBOAMTENbHON Tepanuu.
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