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Bbineuntb n BEPHYTb B XXU3Hb

«Mbl Botoem NpoTIB onyxoneil BMecTe C HeBUHHLIMU A€TbMI, KOTOPbIe yMUPAIT Kax bl AieHb. Mbi
0093aHbl nobex gaTb», — Hanucan B KayecTBe AeBin3a noj CBOUM NOPTPETOM B HAYYHOM MeJULMHCKOM
KYpHane M3BeCTHbIil yueHblit [keiimc [layHuHT, HayuHblil AUPEKTOp 3ameyaTeNbHOl 00bHMLbI
(8. Mynbl. OH He cTouT y nocTenn 60bHOTO, a paboTaeT B 0611aCTh CaMOIA BbICOKOW Haykin — QyHAa-
MEeHTaNbHbIX Npo6aeM MofieKynAPHOI MeANLIMHBI, OTKPbIBAA HOBbIE BO3MOXHOCTI NNeYeHUA CTpaLl-
HbIX daTanbHbIX Oone3Held, npecneaylLLUX YenoBeka B AeTckoM Bo3pacTe. Ho 3HaeT 1 NOMHUT,
4TO BCE, YEM OH 3aHAT, — 1eNnaeTca Bo UMA 6onbHbIX AeTeli. Hago nobexaatb.

Bbineuntb MHorue onyxonny AeTeil MOXHO, 1 3TOMY yKe HeMnnoxo Hayuynnucb. MCI'IpaBVITb NcKoBep-
KaHHbI 60N1€3HbI0 1 NeYeHnem OpraHu3Mm — O0Ka3bIBA€eTCA C(JIOXKHEeE. Cnenatb BCe BO3MOXHOE, UTOObI
Bbl/IeYEHHbIN 0T CMEpTEJ’IbHOVI bonesHu p€6€HOK BbIpOC 340Pp0BbIM B3pOC/bIM, — B 3TOM BUAUTCA
[NaBHbIN, KOHEYHbIN CMbIC/ HaLLero Aena.

C yBaxkeHueM 1 6ONbLIMM WHTEPECOM MpeAoCTaBAeM CTPAHMLbI XypHana KONNEKTUBY aBTOPOB
noz pyKoBOACTBOM OJHOT0 M3 POAOHAYaNbHUKOB 0TeYeCTBEHHON AeTCKOM reMaTonorun — akagemu-
ka PAH, n3BecTHoro rematonoram 1 OHKONOram B Halleli CTpaHe 1 3a pybexom yueHoro u Bpava, —
A.I. PymaHuesa. OHY OTKPbIBAKOT HOBYH, MOUTI HEM3BECTHYH) B HALLIeil CTPaHe CTPaHILY YANBUTENbHOM
CNewnanbHoOCTI, TECHO COMPAXEHHOI ¢ MyNbTUANCUMNAMHAPHBIMI Npobnemami neguaTpum, — pea-
bunutonorum, noceALLeHHoi 6opbbe 3a byayLiee feTeid, U3neUeHHbIX 0T C(MepTesbHbIX Gone3Hei.
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Strategy of medical, psychological and social rehabilitation for children
with haematological and oncological diseases

N.N. Volodin, V.N. Kasatkin, G. Ya. Tseitlin, L. V. Sidorenko, E.V. Mironova,
N.N. Mitrakov, R. B. Miroshkin, D.D. Shcheglova, A.G. Rumyantsev
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Advances in the treatment of children with hematological and oncological diseases have led to accumulation of disabled children with severe
organic and functional disorders that require the development of medical, neurocognitive, physical and psycho-social rehabilitation of these
patients. On the basis of literature and own data about late effects and long-term results of treatment the concept of multidisciplinary reha-
bilitation, providing individual development, rehabilitation, education and social adaptation of sick children has been formulated.
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Pa3snen 1. lloyemy usneyexue pebenka

0m 3/10Ka4yecmBeHHOro HoBo0OPa3oBaHuA

He no3sonaem neguampy-oHKonory nocmasumb MOYRy

u 3abbimb 0 6onbHom!

CoBpeMeHHasI CTpaTerus JICYSHUS IeTel C TeMaTOoJIO-
TUICCKUMM ¥ OHKOJIOTMYECKUMU 3a00JIeBaHUSIMU BKJTIO-
YaeT MOJUXMMHOTEPAITHIO, XUPYPTUIeCKOe JICUCHHE, JTyde-
By1o Teparmio (JIT) u TpaHCIUTaHTAIIIO TEMOTIO3THYECKIX
ctBosioBhIX KiIeToK (TI'CK), mMmMyHOTepamnmio, TapreTHbIe
M KJIETOYHBIC MperapaThl, COIIPOBOIUTEIBHOE JICUCHHE,
npenynpexaaloliee pa3BUTHE OCIOXHeHW [1-3].

PazpaboTtka 1 BHeApeHUE B MPAKTUKY €IUHBIX KJIK-
HUYECKUX PEKOMEHAAINI, MEIUKO-3KOHOMMYECKIX CTaH-
JIapTOB M OpraHM3aIvs KOOIIepUPOBAHHBIX MHOTOLICHT-
POBBIX KIMHWYECKUX HCCACHOBAaHMI IO ONTHMHU3ALINHU
JICYCHUS AeTeli, OOJIBbHBIX TeMaTOJIOTUICCKIMI 1 OHKOJIO-
TMYECKMMMU 3a00JIeBaHUSIMU, TIpuBeu B Poccuiickoit Me-
nepauuy K goctkeHnio 70—95 % BBIKMBAEMOCTH TPU

1IeJIOM psifie 3a00J1€BaHUIA, UYTO CTAaBUT HOBYIO OpraHu3a-
LIMOHHYIO MpobyieMy — pa3pabOTKy U BHeApPEHHUE B Mpa-
KTUKY MEAULIMHCKON peadbMiInTallMOHHO-aJanTallMOHHOMI
MporpaMMbl, 00eCTieUrBalIOLLIEH aeKBaTHOE OHTOTEHETH -
YecKoe pa3BUTHE HeTelt [4, 5.

IIpoTuBOOMyXOJIEeBhIE ITpenapaThl ¥ 00JIyYeHUE TIopa-
XKaloT KaK OIyXOJIEBblE KJIETKM, TaK W 310POBbIE TKAHU
B IIEPHO Pa3BUTHS TOMEOCTATUIECKIX CUCTEM (KIIETOYHOIA,
MMMYHHOM, HEpBHOI, SHIOKPUHHON U Ap.) OpraHu3Ma,
YTO MPUBOAUT K TSXKEJIbIM OCTIOXKHEHUSIM, TU3a0alTalluu,
3alepKKe M HapyIICHNIO HEPBHO-TICUXUIECKOTO U (hU3H-
YyecKoro pa3BuTusa. OTnaJeHHbIC TTOCICICTBUS XUMUOY-
YeBOIl Tepanny COXpaHsIoTcd B TedyeHue 5—10 et mocie
3aBepIIEHUs JICUEHUS] W MPUBOIAIT K WHBAIUMAU3ALIUU
OoJIbHBIX. TszKerble oTHaIeHHbIE TIOCIEICTBISI, CHIKAIO-
IIMe Ka4eCTBO XXU3HU, oTMevaroTca y aeteit mocie TTCK
I10 TIOBOY UMMYHOAEC(UITUTOB, TeHETUIECKIX ITPOTPEI-
€HTHBIX 32a00/IeBaH1I1, CHHIPOMOB KOCTHOMO3I'OBOI1 He-

o
—
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MOCTaTOYHOCTU Y MHTEHCUBHON MOJUXUMUOTEPATIUN
reMo0JI1aCTO30B, IIOCJIE JICUCHUS OITyXOJel TOJIOBHOTO
U CIIMHHOTO MO3Ta, KOMOMHMPOBAHHOTO JICUSHUST IPYTUX
COJIMIHBIX ONMYyXOJei ¢ ymaJleHUEeM OpPraHOB, KOHEYHO-
CTei, OpraHOCOXPAHSIONINX M PEKOHCTPYKTHUBHBIX OIlepa-
umii [6-9].

VY neteit, MepeHECIINX TEPAITUIO 110 TIOBOIY 3JI0KAYe-
CTBEHHBIX HOBOOOpazoBaHnuii (3H), moBbIIIEH PUCK pa3-
BUTHUS TIaTOJIOTUM CO CTOPOHBI Cepilla M KOPOHApHBIX
COCYIIOB, 0OYCJIOBJICHHBINM IMTPUMEHEHUEM aHTPALTUKIMHO-
BbIX IpernapartoB u JIT ¢ BoBieueHueM o0JIaCTU CepAlia.
AHTpaLMKIIMHBI, TaK1e KaK TOKCOPYOULIMH, TayHOPYOU-
LIMH, MUTOKCAHTPOH, UIAPYOMLIVH, SNTUPYOULIUH, MOTYT
BBI3bIBATh ITO3IHIOI KAapAMOTOKCHMYHOCTh C Pa3BUTHEM
KapAMOMHUOIIATUM U 3aCTOMHOU CEPAECYHOM HENOCTATOY-
HOCTH, a Takke apuTMmuii. [lokasaHa mpsimast 3aBUCMOCTD
MEXIY KyMYJISITUBHOM 103011 aHTPALIMKJIMHOB M PUCKOM
Pa3BUTHS KapAMOMUOIIATUH, HO «0€30T1aCHOM» JO3bI aH-
TPALIMKJIMHOB HE CYIIeCTBYeT. KIIMHWUYeCKH MOmOOHBIe
IMOBPEXXICHMST TPUBOIAT K PA3BUTHIO MMJIATAIIMOHHOMN
U PECTPUKTUBHON KapANOMUOIIATHH. ¥ MOJyYaBIINX Te-
parmmio 1o rmoony 3H B meTckom Bo3pacTe, Kak IpaBuiIo,
BBISIBISIETCSI CMEIIIAHHBIN BapUaHT KapANOMHOTIATUH.

JIT c BoBieyeHueM 06JIaCTH cep/ilia aCCOLMUPOBaHA
C BO3MOXHOCTBIO PAa3BUTHS KAPAMOMUOIIATUH, ADUTMUIA,
(¢ubpo3sa nepukapaa, MHGapKTa MUOKap/a, TTaTOJIOTUH CO
CTOPOHBI KJIAIIAHHOTIO aIlllapara Cceplla, aTepocKiepo3a
KOPOHApHHBIX apTepuii. B ocHOBe moBpexXmeHus cepaia
non BozaerctBuemM JIT 1eXXUT pa3BUTHE UHTEPCTULIUATIb-
Horo (ubpo3a, cyxKeHue KaluIsspoB U IIpocBeTa apTe-
pUii.

BaxxubpiMu (hakTOpaMu prcKa pa3BUTHS KapaIUOTOK-
CHYHOCTH SIBJISIIOTCSI BO3pAcT MEeHee 5 JIET Ha MOMEHT IIpO-
BemeHusI Teparu 1 1o3a JIT Ha obmacts cepmiia 6ostee 30 Ip.
BaxxHo 3HaTH, YTO BEPOSITHOCTD Pa3BUTHS KApAMOMUOIIA-
TUM Y 3aCTOMHOM CEpACUYHON HETOCTAaTOYHOCTH BO3pacTa-
€T 110 Mepe YBEJIMUCHUS JNINTEIbHOCTA MHTEpBaJia OT MO-
MeHTa npoBeAeHus ieueHus [10, 11].

IMopaxkenus nerkux nocnue jgedyeHus 3H B geTckoMm
BO3PacTe MOT'YT IIPOSIBJIATHCSI THEBMOCKIIEPO30M, MHTEP-
CTUIIMAJIBHBIM ITHEBMOHHUTOM, PECTPUKTHUBHO-0OCTPYK-
TUBHBIM TTOpaXeHueM JieTKuX. OCHOBHBIMU are¢HTaMMu,
OTBETCTBEHHBIMU 32 JISTOYHYIO TOKCUIHOCTB, CIIY>KAT TaK-
Ke XUMMOIIpernapaThl, TaKiue KaK ITPOTHUBOOITYXOJIEBBIM
AHTUOMOTUK OJICOMUILIUH U AJIKUJIMPYIOLIME areHThI (0y-
cynbdaH, KapMyCcTUH, JIoMycTuH), 1 JIT ¢ BoBieueHneM
JIETKUX. B 0CHOBE MHTEPCTUILIMATBLHOIO MOPAXXKECHUS JIEeT-
KUX mojf Bo3aeicTBueM xumuornpenaparoB u JIT nexur
¢uobpo3 neroyHoit TkaHu. Pa3Butne mHeBModrbpo3a Mo-
XKeT BBISIBIISITHCS Y IMAIMEHTOB, KOTophie momxydrmn JIT
Ha MaHTbEBUIHYIO 30HY, 00JIaCTh CPEIOCTCHMS, TPYIHYIO
KJIETKY, BCIO OPIOIITHYIO TIOJIOCTh, ¥ IIPU IIPOBEIACHUU TO-
TajnbHOro obydeHus tena (TOT).

JIT u onepauuu Ha opraHax OpPIOIIHOM IIOJIOCTU SIB-
JISTIIOTCSI (DaKTOpaMM, OTBETCTBEHHBIMU 3a Pa3BUTHE XPO-
HIYECKOI1 IaTOIOTHH XKeJTyIOYHO-KUIIIEYHOTO TPAKTA, BKITIO-
yasi CTPUKTYPBI MUIIEBOJA, XPOHUICCKUI SHTEPOKOJIUT

U OOCTPYKIMIO TOHKOM M ToJICTON KuiKu. HapyieHus
(yHKIIMY TIeYeHN y JINII, KOTOPHIM MPOBOIWIOCH JICYCHE
o roBoxy 3H B meTckoM Bo3pacTe, MOTYT OBITh OOYCIOB-
JICHBI LISJIBIM PSAIOM (DaKTOPOB, BKIIFOYAIOIINX XUPYPIH-
yeckoe edyeHue, xummuoteparnuio (XT), JIT u remorpanc-
¢y3noHHYI0 Tepanuio. JJOMOJTHUTEIbHEIMU (DaKTopaMU
pUCKa CIIy>KaT MHPUIIMPOBAHHOCTb BUPYCHBIMU TeIIaTH-
TaMU ¥ HAJIMYME B aHAMHE3¢ Pa3BUTHS B CIUTY Psizia IIPUIMH
BEHO-OKKJIIO3MBHOI 0o0Jie3HU IledyeHu. KcciaemoBaHusl,
npoBeneHHbIe B PA, 1Tokazaay oueHb BHICOKYIO MHDUIIN -
POBAHHOCTbD JeTei, MepeHECINX Teparuio 1o 1mosomy 3H,
BMPYCHBIMU IrelaTUTaMM, COCTABIISIBLIYIO B LiejioM 75 %.
Cutyaiys 3HaYUTEJIBHO ONITUMU3UPOBAJIACH B ITOCTICTHIE
TOIBI BCJICACTBUE YIYIIICHUS KauecTBa TpaHC(hY3NOJIOTH-
YeCKHUX IT0COOMI, OMHAKO BUPYCHBIE TeTIATUTHI SIBJISTFOTCS
0e3yCI0BHBIM (DAKTOPOM, OTBETCTBEHHBIM 3a HApYIICHUS
(yHKIIMM MIeYeH!, a 9aCTOTa XPOHUIECKMX 3a00IeBaHMU I
IeYeHNU y u3edyeHHbIX oT 3H B meTckom Bo3pacrte ocra-
€TCS BBICOKOM.

[IpakTryeckn HET TPOTUBOOITYXOJIEBBIX IIPEITApaTOB,
He obmamarommx HeppoToKcuuHOCThIO. [TopaxkeHue 1mo-
YeK MOXeT MaHU(eCTUPOBATh OCTPOI HEOOPATUMOI TT0-
YEeYHOM HETOCTaTOYHOCTBIO, MEIJICHHO IIPOIPECCUPYIOLIEH
IMOYEYHOM HEIOCTAaTOYHOCTBHIO WM CITeHU(PUIeCKUMU
HapylIeHUSIMU TyOYJIIpHOTO arriapaTa rnouek. KinuHuue-
CKMMU TIPOSIBJICHUSIMY TIOBPEXKIECHUS ITOYEK CIIyXaT TH-
MepTeH3Ms, IIPOTCUHYPHUS WM PA3IMYHON CTETICHU BBI-
PaXXeHHOCTH MOYEYHAsI HEAOCTATOYHOCTb.

[IpotuBoomyxoneBass Tepalms, acCOLMUPOBAHHAS
C IOBPEXACHNEM ITOYEK 1/WIN pa3BUTHEM apTepUATbHOMN
TUIIEPTEH3UH ITOYSYHOTO TeHe3a, BKII0YaeT XUMHOIIpEeITa-
parhl (LIMCIUIATHH, KapOOoIUIaTuH, NdochaMul, METOTPeK-
cat), JIT Ha obacTh MmovyeK 1 HedppakTomuio. Pakropamu
pUCKa pPa3BUTUS HEPPOTOKCUYHOCTH CJIyKaT BO3pacT
Ha MOMEHT MPOBEACHUS Tepanuu, KyMYJSITUBHBIE T0O3bI
npermnaparoB 1 KomOuHauus ¢ JIT Ha 06/1acTh IoYeK 1 apy-
UMK He(POTOKCHMYHBIMU TIperapaTaMi, B YaCTHOCTH,
HCTIOIb3YeMbIMU B COITPOBOAUTEILHOM Tepanii aHTUOaK-
TepUATbHBIMU Y TIPOTUBOIPUOKOBBIMH CPEICTBAMM.

Y 20 % 6onbHBIX, KOTOPBIM ObUIa ITpoBeAeHa Hedp-
SKTOMHMSI T10 TMIOBOLY He(dpOOIACTOMBI, TP MEeIUaHe Ha-
omoneHus 6osee 10 e pa3Buiach IMoyeyHast HEAOCTA-
TOYHOCTB.

OCHOBY TOBPEXIAIOIIETO ISHCTBUSI OKCa30(hOPUHOB
C pa3BUTHEM T'€MOPPArnIecKoro ucTuTa, Gudbpo3a Mo-
YeBOTO ITy3BIPS, IMy3bIPHO-MOYETOUHMKOBOTO ped.IioKkca
1 rTUIpoHedpo3a COCTABIISICT 00pa30BaHKE aKPOJICHHA, OKa-
3BIBAIOIIECTO TOKCUYECKOE BO3ICUCTBUE HA YPOSIIUTEIINIA.
daxkTopaMy prcKa pa3BUTHS JaHHBIX OCJIOXHEHHUN CIIy-
2KaT BBICOKHE KyMYJISITUBHBIE TO3BI IIperapaToB (IIUKJIO-
dbochamun > 3 r/M?) U MX COYETAHHOE UCIIOIb30BAHME
¢ JIT Ha ob6macTth Taza (cymmapHas no3a > 30 Ip).

OCHOBHBIMM ar¢HTaMU, OTBETCTBEHHBIMU 32 Pa3BUTHE
HEUPOCEHCOPHOI OTOTOKCUYHOCTH, SIBJISIIOTCS IIPEIrapaThl
IUIaTUHBI (IUCIUIaTUH, KapooruiaTuH) 1 JIT ¢ BoBieyeHn-
eM obnactu yxa. YacToTa BCTpeuaeMOCTU OTOTOKCUYHOCTU
y AeTeil Ipu MCIIOJb30BAaHUY BBHICOKUX 103 [UCIUIATHHA
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Moxet gocturaTh 50—60 %. [Tpoenenue XT u JIT Takxke
CepPBhE3HO aCCOIMUPOBAHO C BO3IEHCTBIEM Ha POCT U (hop-
MUpoBaHue 3y60B. CTOMATOJIOrM4YeCKUEe MPOOIEeMbI Y Ma-
IIMEHTOB, KOTOPBHIM IIPOBOAMIACH ITPOTHBOOITYXOJIEBast
Teparus B I€TCKOM BO3pacTe, BKIIOUAIOT HEIPaBUILHOE
dbopMupoBaHUe 3y0O0B, MUKPOIOHTHIO, HApYyIlIEHUE pa3-
BUTHUS KOpPHEW B BUIE YKOPOUCHUS] ¥ UICTOHUCHUSI, THC-
IIA3UI0 AMAJIA, aHOMAJTMU IPUKYca, O0JIe3HN ITIEPHUOIOHTA.
JIT oka3biBaeT BO3eiiCcTBHE Ha 3yObl IPU BOBJICUEHUU B I10-
Jie 00JIydeHUsI pOTOBOM IMOJIOCTU (00JydeHUEe TOJJOBHOIO
MO3Ta, HOCOTJIOTKH, POTOIJIOTKH, O0JIACTH IIIEH, HATKITIO-
ynyHBIX obnacteit, TOT). OcobeHHO BhIpaxkeHBI TaHHBIC
3 GEKTHI TIPOTUBOOITYX0JIEBOI TepaIlnu y IeTeli, KOTOphIe
ITOJTyYaJIi JISYCHNE B paHHEM Bo3pacTe (MJIaalie 5 JIeT).

Hapymenust co cTopoHBI OpraHa 3peHUs ITPOSIBIISIIOT-
¢ B BUIE (DOPMUPYIOIIEICS KaTapaKThl, KOTOPAsI SIBJISIETCS
CJICICTBUEM IIpHEMa TIIOKOKOPTUKONIOB, UCTIOIb30BaHMS
oycynbdaHa, a Takke npuMmeHeHus: JIT ¢ BoBieyeHUEM
I1a3Horo s1610Ka B mo3ax > 10 Ip. KymynaruBHas yacrorta
Pa3BUTHS KaTapaKThl y pelunueHToB amnoreHHoit TTCK
MoxeT gocturathb 44 % k 10 romaM HaOJIIOAEHMS, YTO CBSI-
3aHO ¢ ucrojb3oBanreM TOT B pexxuMax KOHIULIMOHM -
poBaHUs.

OnHuM 13 Hanbosee cepbe3HBIX OTHAIEHHBIX 3¢ deK-
TOB IIPOTUBOOIIYXOJICBOTO JICUCHUSI SIBIISICTCS] BO3ICHCTBIE
Ha peNnpoayKTUBHYIO cucTeMmy. [Ipn 3TOM moBpexkIeHue
SIMYHUKOB U SMYEK BO3MOXHO Kak B pe3yabrate JIT (ripsi-
MOTO BO3ACHCTBMSI Ha TOHAIbl WJIM OIOCPEIOBAHHO
pu OO0JYyYEeHUM TUIIOTAIaMO-TUITO(MU3apHOIl 001acT),
tak u XT. Bo3ageiicTBue Ha roHaabl MOXET HNPUBOAUTH
K HapyIIESHUIO TTOJI0BOTO Pa3BUTHUS U OCCILIONUIO.

Hapy1eHnust co cToOpoHBI KOCTHO-MBIIIEYHOM CUCTE-
MBI pa3BUBaIOTCs Y Beex aeTeit. [IpotnBoomyxoienas Te-
parms MOXeT BBI3BIBATh Pa3IMYHbIC U3MEHEHUSI, BKITIO-
yaloIre HapylIeHHe pocTa KOCcTei, AepopMaInio KOCTei,
OCTEOIIOPO3 U OCTEOIICHUIO, aBACKY/ISIPHBIN HEKpOo3 (0c-
TeOoHeKpo3). B miaHe ¢pu3nyeckmx HapylIeHUi Ha TIepBOe
MECTO BBIXOMISIT HEBPOJIOTUIECCKIE M HEPBHO-MBILIICYHBIC
HapyIIeHMS, TIOpakKeHNsT OIIOPHO-IBUTATEIPHOTO alllla-
paTa, IICUX0aCTeHNH W/WJIM CUHAPOM XPOHUIECKOM ycTa-
snoctu. Kpome Toro, ncuxojorndeckas ae3amarraims,
IIETIpeccysi, a B AETCKOM BO3pacTe 3aIepKKa IICUXOMOTOP-
HOTO Pa3BUTHS IMIPUBOIST K TSLKEIBIM COIIMAIBHBIM TO-
CJICICTBUSIM B XXM3HU TALIMEHTA 1 €TI0 CEMbH.

Hmurensnast XT, TTCK u/umu JIT cHmkaer y 60yb-
HBIX (pu3ndeckyo GopMy BO BpeMs M ITIOCIIe JIeUYEHUS.
VY nereii yacTo pa3BUBAETCSI CHUKEHME MBILLIEUHOMN CUIIBI
W/WIHN CHIDKEHNE MOTUBAIIUU U TOJIEPAHTHOCTHU K (hU3U-
YEeCKOM Harpy3ke.

Hapy1ieHHBIi B pe3y/abraTe IaToJIorMIecKoro Ipolec-
ca CTEPEOTUII ABVKEHUS Y CTAPIINX MOJPOCTKOB U B3pOC-
JIBIX C TIOJTHOCTBIO c(hOPMUPOBAHHOIM LIEHTPAIHLHOM HEPB-
Hoi1 cuctemoit (LIHC) ocrapisieT 3aMeTHBIC M3MEHEHUS
€TI0 IBUTATEIPHBIX IATTEPHOB HA BCIO OCTABIIIYIOCS KI3Hb.
B tex ciyyasx, Korga ABUTaTEeIBHBIN CTEPEOTUII HApYIIICH
y pebeHKa c elle He 10 KOHIa chOpMUPOBAHHOI HEPBHOI
CUCTEMOI, C HE IOJHOCTbIO YCTAHOBUBIIMMMUCS B HEH

B3aMMOICUCTBUSIMH, ¥ peOCHKA OTMEYAIOTCsI 3HAYMMBIC
KIMHUYEeCKUe Me(eKThl He TOJBKO B IBUTATEILHOM, HO,
B HEMPOKOTHUTUBHOI U IICUXNYECKOM cepe, M KaK Clel-
CTBHE 3TOT0 — B COLMAJIbHOM aganTaluu pedeHka. B cBs-
31 C TEM, YTO CIIOCOOHOCTbD K IBUKEHUIO SIBJISIETCS 0a30-
BOM XapaKTepUCTUKOM XW3HU, TaK KaK ONpPEeHessieT
pa3BUTHC U KaJTUOPOBKY CEHCOPHBIX, a 32 HUMU 1 KOTHU-
TUBHBIX ¥ ICUXWUYECKHUX IIPOIIECCOB, UMEHHO KMHE3MOTE-
panus ¢ ee MeTOIMKaMHU ITPOIIPUOLIETITUBHOTO PEMOIEIIH-
pOBaHUA M PEUHTErpalUy ABUIATEIbHBIX CTEPEOTUIIOB
SIBJISIETCSI 0O0OCHOBaHKMEM HEOOXOIMMOCTH OHTOTEHETUYE-
CKOI1 pusmyecKoil peadbunuranum [12].

V nereit, manedeHHBIX oT 3H, pasBUBaeTCS MMMYHO-
JloryecKkasi HelocTaTouHOCTh [13], HyTputuBHEIE [14]
1 HEMPOKOTHUTUBHBIE paccTpoiicTia [15, 16]. HaubGoee
YyBCTBUTEIbHBIC 00JIACTH, KOTOPBIC CTPANalOT B pe3yiib-
TaTe JICYCHUST OHKOJIOTMIECKMX 3a00JIeBaHMIT, — 3TO BHU-
MaHUe, UCTIOTHUTEIIbHBIC (DYHKIINN, CKOPOCTDb UCTIOTHEHMSI,
pabouast MmaMsiTh, CIIOCOOHOCTh K OOYYEHUIO, KOTOpPhIS
HaIIpSIMYIO CBSI3aHBI C aKaJIeMUYECKON YCIIeBaeMOCTBIO
y OeTeil, BBRKMBIINX ITOCIe OHKOJIOTMIECKOTOo 3a00JIeBa-
Hug [17, 18]. Haubonee cepbe3Hble MOCIEACTBUS UMEET
KpaHHaJIbHOE O0IyJIeHNE, NCIIOIb3yeMOE B CTAHAAPTHOM
JIEUEHUH OCTPOTO TMMGOOIACTHOTO JIeK03a U OITyXOJeii
roJIOBHOTO Mo3ra. UMeHHO y 3Tux neTeit HeMpOKOTHUTUB-
HBIC W TTIOBEACHYECKUE TTOCICACTBUS IIEPEHECEHHOTO JIe-
YeHHUSI THMATHOCTUPYIOTCS CITYCTS TOABI M ICCATHICTHS
nocje npekpaiieHus: jJedeHus. HapylieHue BHUMaHUs
U UCTIOJTHUTEIbHBIX QYHKIIMI (paboyas ITaMsITh, Pe30HEI,
TMOKOCTB B IIPUHSITUY PEIICHUA, TTTAHUPOBAHUE W UCITON-
HEHIE) IPUBOIUT B UTOTE K HAPYIIICHHUIO aKaIeMUYeCKOM
YCIIEBAEMOCTH, K TPYIHOCTSM COLIMATbHOM 1 IIpodeccro-
HAJIbHOM afmarTalyy BO B3POCIIOM XXU3HMU.

IlepBbIM 3HAYUTEIBHBIM MCCAEAOBAHUEM B 00JaCTU
HEHPOKOTHUTUBHOM peabuInTallu CTajla MyJIBTULIEHTPO-
Basl paHIOMM3UPOBaHHAS IPOrpaMMa KOTHUTUBHOM pea-
OMIMTALIMK OOJIBHBIX ACTEH, IIEPEHECIITNX TeMaTOIOTIe-
CKME ¥ OHKOTE€MAaTOJOTUUYECKME 3a00JIeBaHMSI, KOTOPYIO
ocymectBmin R. Butler et al. [19].

YyacTHMKaMU TIpOTpaMMBbl CTaJId IAIIMEHTHI, TIepe-
HecCIIIMe He MeHee YeM IOl Ha3aa OCTPBIM TuMbo0IacT-
HBII JIEIKO3, OITyXO0JIb TOJIOBHOI'O MO3Ta, HEXOMXKKNHCKYIO
muMdpomy. C yyacTHUKaMHU TTpoBoain 202-4acoBBIX 3a-
HATUI Ha TIpoTsKeHuu 4—5 Mec. Criennduka 3aHITHI
orpeaensaach MporpaMMoi, HO TPOBOAWIACH UHIAUBUILY -
anbHO. [IporpamMma BkiItouaja B cedsl TpaaUuLIMOHHbIE Me-
TOAbI, TPYMEHSIEMbIE B p€adUIMTALIMKA OOJIbHBIX C TTOBPE-
KICHUEM BEIIeCTBa MO3ra, CIIeIIATbHBIC KOPPEKIIMOHHBIC
3aHATHS M1 METOIBI KIIMHUYECKOM rcuxojiorun. [Iporpam-
Ma BKJII0Yaja 3 KOMIIOHEHTa: (a) nepapXudecKu BEICTPO-
€HHasi MHOTOIIeJIeBasI IIpakTuKa; (0) oBIajgeHUe cTpaTe-
ruei; (B) KOTHUTMBHO-IIOBEICHYECKNE WHTECPBECHIINM.
DKcnepuMeHTaIbHasI TPYIINa 10 pe3yJIbTaTaM UCCiIenoBa-
HUI IPOJEMOHCTPHUPOBAJIa 3HAYUTEIbHO OOJIbIIE YUeOHBIX
1 METaKOTHUTHMBHBIX CTpaTeTMii, B 3TOH TPYIIIE TaKXKe
OTMEYAJIOCh 3HAYMMOE YMEHBIIICHUE IeTEi C CHHIPOMOM
TUIIePAKTUBHOCTY 1 Ne(bUIITa BHUMAHUSI.
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S.R. Resler et al. [20] coBMecTHO ¢ kKoMnaHuei Lumos
Labs, Inc paspaboTanyu ceprio KOMIBIOTEPHBIX METOIOB
JIJISI TPEHUPOBKY MCITOJTHUTENBHBIX (GYHKIIMIA. OHa BKITIO-
YaeT B ce0s1 METOIVMKH, HAIIpaBJIeHHBIC Ha YiIydllieHre (pyHK-
11t paboueit mamMsITh, BHUMaHUSI 1 KOTHUTUBHOM I'MOKO-
ctu. TpennpoBka ot 3 1o 15 3amanuii B reueHue 25—45 MuH
1—7 pa3 B Helmeno Ha MPOTSLKEHUM 7—8 Hel mokKasania
3HAYMMBIE YIYJIICHHS ITPOIIECCHHIOBOM CKOPOCTHU 1 KOT-
HUTUBHON THMOKOCTH, TaKKe YAYYIIWIACh 3pUTEIbHAs
U BepOabHas MaMsTh. 3HAYUTEIBPHOCTD YIYUIIICHUS 3a-
BHCEJIa OT BO3pacTa, BpeMEeHHU, IIPOIIEAIIETO IOCHIe Ipe-
KpallleHUSI MeTUKaMEHTO3HOM Tepariii OHKOJIOTUIECKO-
0 3a00JIeBaHYSI, ¥ TUTIA OITYXOJIM. 3HAYMMbIe NU3MEHECHUSI
aKTUBALIMU MO3Ta ObUIH ITOJIyYeHBI HE TOJIBKO C IIOMOIIIBIO
HEIPOKOTHUTUBHBIX METOMIOB, HO M Ha (DYHKIIMOHAIBHOM
MarHUTHO-PE30HAHCHOM TOMOTpahum.

CpaBHUTEIFHO HOBBIM METOIOM YJIYUILICHUS UCITOJI-
HUTEIBHBIX (PYHKIUN y OOJBHBIX C OHKOJOTUICCKUMU
3a00y1eBaHUSIMU sIBJIsieTCsI Helipoduaosk. Heitpodunos-
KOM Ha3bIBaIOT TPEHUPOBKY ITOCPEICTBOM OMOJIOTNIECKOM
obpatHoii cBs13u (BOC), mpu KOTOPOIA UCITONIB3YeTCS ITPO-
M3BOJIbHOE MOAyIMpoBaHue 6eta-1-purma. Ipenmosnara-
ercd, 4To KypcoBoe npuMmeHeHne bOC ymiy4diaer y mereit
MaMsTh, IPOLIECCUHTOBYIO CKOPOCTD, a TAKXKe TaK1UEe BTO-
py4HbBIe GYHKIMU, KaK MHTEJUIEKT, COLMaIbHOE (DYHKIINO-
HUpPOBaHUE.

OmHuM U3 HanbOoJjiee TPO3HBIX OTIAJICHHBIX MOCIIEI -
CTBUII IPOTUBOOIIYXOJICBOI TEpaIIMU SIBJISTIOTCSI BTOPHIC
3nokadectBeHHBIe ormyxonu (B30). Puck pa3zsutusa B30
y JIU1I, TIepeHEeCHINX Tepanuio 1mo mosoxy 3H B merckom
BO3pacTe, IPEBBIIIAET OOLICIONY/ISLIMOHHBIN B 3—6 pa3.
KymynsarusHas 3aboneBaeMocTh cocTasisieT 3,5—4,2 %
K 25 romam HabmoneHus. Pazsurrie B30 MmoxeT OBITH 00-
YCIIOBJICHO Pa3IMYHBIMU (paKTOpaMy, TAKMMU KaK Ha-
JINYKE TeHETUICCKU ASTepPMUHUPOBAHHOM IIPeapacIIoo-
KEHHOCTH K Pa3BUTHUIO OITyXOJiel, BO3pacT OOJBHOTO Ha
MOMEHT ITIOCTaHOBKU AMArHO3a IIEPBUIHON 37TI0KAYeCTBEH-
HOI1 orryxoJin, o1, mpuMeHeHue JIT 1 oTaeabHBIX TPYIIT
LIUTOCTaTUYECKHUX MpenapaToB. B cTpykrype 3abos1eBae-
mocti B3O mpeBanmupyeT pak MOJOYHOI XKejle3bl, pak
IIUTOBUIHOM Xese3bl, ormyxonu LTHC.

JnvtenbHbIe KOTOPTHBIE MCCICIOBAHUS, IIPOBEICH-
HBIE B pPSOE CTPaH, MOKa3aju, YTO Y JIMII, HAXOMSIIIUXCS
5 u 6oJjiee JIeT B peMUCCUY IO OCHOBHOMY 3a00JI€BaHUIO,
puck cmeptu B 10,8 pasa rpeBbIIaeT 00IIEITOMYISIIMOH -
HbIi, puck pa3putust B30 mpeBbllaeT oOIIEHOITyJISIm -
OHHBIN B 3—6 pas.

OTH maHHBIE YKa3bIBAIOT HA HEOOXOIUMOCTD JUTUTEIIhb-
HOTO, BO3MOXHO, IIOKM3HEHHOTO HAOIIONCHNSI 32 TaHHOM
TPYIIIOI OOJIBHBIX C IIEJIbIO PAHHETO BBISIBJICHUSI OTIAJICH-
HBIX ITOCJICACTBUIM TepaIMi U MX KOPPEKIINH.

I1pu 3TOM HEOOXOAMMO MOAYEPKHYTh BaXKHOCTh B3aU-
MOICHCTBHUS AETCKOTO IreMaToJIora/OHKOJI0Ta, 00JIBHOTO
pebeHKa M 4JIeHOB ero cembu. ITomyumo mHpopmMalmu,
KOTOPYIO TMPEIOCTAaBISIeT METCKUII IreMaToJIOT/OHKOJIOT,
Kacalulencsa aCeKTOB IIPOTUBOOITYXOJIEBOM TEpanun
(BUI I€UeHMST, CPOKHM IIPOBENCHYSI, O3Bl XMMUOIIpeIiapa-

toB, JIT), BaxXHBIM SIBIsIeTCS MHGOOPMHUPOBAHNUE CEMbU
O pUCKE pa3BUTHUSI OTAAJIEHHBIX IOCJIEACTBUUA JIEUEHUSI.
CrientmabHBIC OIIPOCHI, IIPOBEACHHBIC CPEAN JIUIL, N3JIe-
YEHHBIX OT 3JI0Ka4eCTBEHHO OITyXOJIM B AETCKOM BO3pa-
cTe, IoKa3ajir, 4TO JaXe B CTpaHaX C XOPOIIIO HajlaxKeH-
HOM CUCTEMOI MOHUTOPHUHTA TAKMX OOJIBHBIX TOJIBKO 72 %
OITPOILIEHHBIX MOIJIM YKa3aTh CBOI TOYHBIN 11arHo3, 70 %
MOMHMJIU 30HbI, HAa KOoTophie mpoBoauiack JIT. [Tomumo
MMalMeHTa, BaXKHBIM IIPEICTABIISICTCS MH(POPMUPOBAHHOCTD
Bpadeli-IeIuaTpoB 1 Bpayell y3KUX CIELAATNCTOB O BO3-
MOXHOCTH Pa3BUTHUS TeX UIN UHBIX OTIAJICHHBIX 3(Ppdek-
TOB TePAIUH.

Pasnen 2. Kamamiecmuveckoe HabniopeHue

3a nayueHmamu, usne4yeHHbiMuU oM OHRONOru4ecKoro

3aGonesanus

PexomeHnpanuu no HaGIIOAEHUIO 3a JIULIAMU, Mepe-
KMBIITMMH TEPAINIO II0 ITOBOY 3I0KAYeCTBEHHOM OITyXO0-
JIN B JETCKOM BO3pacTe, B HAIllel CTpaHE OTCYTCTBYIOT.
B cBs13u ¢ aTuM npu pa3paboTKe IpeaiaracMoii KOHLen -
LI MBI OPUEHTUPOBAINCH Ha CYIIECTBYIOIINE HAIIMO-
HaJIbHBIC PEKOMEHIAINN 3apYOEXKHBIX CTPaH.

1. PykoBoacTBO (peKOMEHOAIINN) IO TOJITOCPOUYHOMY
HaOJIIOMEHHIO TTOAPOCTKOB M MOJIOABIX B3POCIBIX, Iepe-
HECIIIMX B JETCKOM BO3PAacTe 3JI0KAYECTBEHHYIO OITyXOJIb
(CILA, 2006) [21].

2. lonrocpo4yHoe HaOJIIoIeHNE 32 BBLKUBIIMMU ITOCTIE
3JIOKAYECTBECHHOM OITYyXOJIM, IIEPEHECEHHOM B JIETCTBE
(IHoTmanmus, 2004) [22].

3. HonrocpouHoe HabmoaeHue U JeueHue (Beauko-
oputanwms, 2005) [23].

DTHU pyKOBOJCTBA ITOCBSIIICHB MMEHHO HaOIIOICHUIO
3a ICThMU, 3aKOHYMBIINMU 3Tall ”THTEHCUBHOM TepaITnu.
Kynbrypa KaraMHeCTHYEeCKOro HaOJI0IeHUs] U aHaau3a
€r0 Pe3yJIbTaTOB B OTCUECTBEHHOM ITeANATPUHU CYIIIECTBY-
€T JaBHO, OJJHAKO OTHIOAb HE B OTHOIICHUH O0pEeUeHHBIX
MMAIIMEeHTOB, KAKMMMU €I1Ie HeAaBHO CUMTAI OHKOJIOTYEe-
CKMX 0OJIbHBIX. B Beaylux cnenuaau3upoBaHHBIX 3apy-
OEeXXHBIX KIIMHUKAX 3T HAOMIONCHUS HaCUMTHIBAOT 30—
50-eTHHE CPOKU, U OTpOMHAasI MHGOPMALKSI, KOTOPYIO
comep:KaTr 3TH JaHHBIE, JIeTJia B OCHOBY Pa3BUTHUSI OHKO-
JIOTUHY KaK M3JICYMBAIOIIECH METUITMHCKON TUCIIUTUTNHEI,
U He TOJIbKO AETCKOM, HO 1 OO0JIBIION B3pOC/I0i OHKOJIOTUM.
Otcronga — MPUHIIAIIBEI M JOCTIDKEHUS COIIPOBOIUTEIIEHOM
Tepalmu, OTCIoa — IIPOrHOCTUIECKUE U CTpaTU(DUKALIM-
OHHBIE IIPUHIIUIIBI, OTCIOIa — 3HAHNE O TOKCUYECKUX 3D~
dexTax n 3POEKTUBHOCTH ITPOTUBOOITYXOJIEBBIX TTpera-
paToB.

M ocobenHo 3Ta mMHMOpMALII BaXkKHa IS AETCKOM
OHKOJIOTHH, TTOCKOJIBKY OHa MOXKET IaTh OTBET HA MHOTHE
BOIIPOCHI ¥ TIOMOYB PEIINUTH IIPOOIEMBI 03 TIPUBIICYCHUS
CJIOKHBIX ¥ JOPOTOCTOSIIINX aHAJIM30B ¥ 000PYIOBaHMS —
TOJIPKO BeICHHE MOKYMEHTAIMU, aHAJIM3 pe3yJIbTaToOB
U TpaMOTHAasl CTaTUCTUYECcKasl 00paboTKa.

[ToaTomy cyIecTByeT MHOTO HAITMOHAIBHBIX U MEXK-
JTYHApOMTHBIX TPYIIII 10 N3YYESHHUIO OTHAIEHHBIX ITOCTICICT-
BUIA ITPOTUBOOITYX0JIeBOI Teparuu. [1pu coznaHnu ieueOHbIX
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MPOTOKOJIOB 00s13aTEIbHO MPOITMCAHKI IeTajlu HabIoae-
HUS ¥ PUCKU Pa3BUTHS PA3TMIHBIX OCIOXHEHMH, BKITIO-
yag He ToJbKOo peunauBbl 1 B30, HO u pekomMeHmauum
10 OpTaHU3AIIUM KU3HMU.

DTa paboTa MOKHA PEIlaThCs B paMKaxX PerMOHab-
HBIX MEIUIIMHCKUX YIIPaBJIeHUI U OBITH OCHOBOM CO3/Ia-
HUS (heaepalbHBIX IIPOTPaMM I10 Pa3BUTHIO 3APaBOOXpa-
HECHMUSI.

K coxaneHnio, Ha HaCTOSIIMIT MOMEHT ITOIIBITKH OpP-
TaHW30BaTh TaKYIO IESITEILHOCTD ITOKA HE JAIOT CEePhe3-
HBIX 1 HAZIEKHBIX PE3yJIBTaTOB.

be3 3Tux maHHBIX HEJIb3S CTPOUTH 3G (GEKTUBHYIO pe-
a0MIUTAILIMOHHYIO TIPAKTUKY, O BaXXHOCTU CO3TAHUST KO-
TOPOI CKa3aHO B MPEABIAYIIEM pa3aere.

Pasgen 3. Peabunumauua, cmpamerus U makmuxa.

OcHOBHbIE NONOKEeHus

B MupoBoii npakTuke peadbuanTalus MaumueHTOB Ha-
YUHAETCA YK€ Ha CTAllMOHAPHOM 3Talle JICUCHUs, B KOM-
IUIEKCE CONPOBOAMTEIBHOM Tepamuy OHa IIPOBOIUTCS
B cTalioHape, a mocienytomue — I u 111 ataner — B 1HEB-
HBIX CTallMoHapax (outpatient clinic) mpu OoJBHUIIAX
WIN CIIeAaIM3MPOBAHHBIX TTOIUKINHUKAX [24]. B cne-
LIMAJIM3UPOBAHHBIX peadbmiuTaioHHbIX HeHTpax CIIA
u EBpoIib! urciio 60JbHBIX, HAIIPABISIEMBIX U3 CTallIOHA-
pa B KimHUKY poneunBanus (11 stan peabunurannm), co-
crapisieT 10—20 %; ocrajbHbIe A€TH IOJYYalOT peaduim-
TaunoHHble Mepornpusatus 111 atana. [1pu crabunbHOCTH
KJIMHUYECKOTO COCTOSHUS 1 HAJTUYUM PeaOMINTAIlnOH-
HOro IMOTeHLMAala MEAULIUHCKYIO peaduInTaluio 00JIb-
HOMY IIPOBOISIT HE3aBHCUMO OT CPOKOB 3a00JIeBaHUS,
Ha OCHOBaHMH YCTAHOBJIEHHOM peaOduIUTallMOHHON’ LieJIn
1 peabMIMTAalIMOHHOTO MarHo3a.

Peaburumanuonnolii duazno3 OCHOBaH Ha KPUTEPUSIX
OLICHKU (PYyHKIIMOHATBHBIX ITOCIEACTBUI 3a001eBaHUS
W/WIHN OCJIOKHEHUM JICUeHHs, BKITIOYAeT OIMCAaHKE BO3-
HUKIIIETO ITOBPEXKICHMS 1 TIOCJICAOBABIIINX 32 9TUM Hapy-
IICHUI WA PUCKA X Pa3BUTHUSI, OTPAHUICHUS aKTUBHO-
CTU Y yYaCTHSI B 3HAUMMBIX JIJIs1 peOeHKa COOBITUSIX YACTHOM
U OOIIECTBEHHOM XXN3HU; BIUSIHUS (DAKTOPOB OKPYKa0-
LIeH Cpeapbl, OCTOXHSIONINX BHITIOJTHEHIE OCHOBHBIX XKI3-
HEHHBIX (PYHKIIWIA.

Ha ocHoBaHMU peabUINMTALIMOHHOTO AUarHo3a u 00-
CYXIEeHUS COCTOSTHUS TTallMeHTa B CTallMOHApPE, THE JiedaT
0OOJIBHOTO, OTIPEICIISICTCS peaduiumauuoHHAas yeab — Tuia-
HUPYEMbIA U3MEPUMBIA U PEATIbLHO JOCTHXKMMBIN Ompe-
IIEJICHHBIA BO BPEMEHU pe3YJIbTaT peadMIMTAlIMOHHBIX
MEPOIIPUATHIA. PelieHre mpuHUMaIoT KOJUIETHAIBHO KO-
MaH/Ia CIICIMAJIMCTOB IIPY YIACTHH MAIIUEHTA 1 €TI0 POIH-
teneit. Llenpb (mokazaHWsI) ¥ JMATHO3 COCTABIISIIOT OCHOBY
HampaBjeHUs1 pebeHKa B Je4eOHO-peaduInuTalMOHHbII
LICHTP WIK OTAEJICHHE.

Peaburumauuonnstii nomenyuaa (peadusumauuontoti
npoeHo3) OLICHUBAETCS KaK OOOCHOBaHHAsI BEPOSITHOCTD
JMOCTUXKEHUS Lieieid MeAUIIMHCKOM peabuiuTauuu B Ha-
MEUEHHBII OTPe30K BPEMEHHU C YYETOM XapaKTepa 3a-
OoJIeBaHMSI, €TI0 TEUYCHUS, MHIMBUIYAIBHBIX PECYPCOB

1 KOMIICHCATOPHBIX BOBMOXKHOCTEH OOJIBHOTO TP COXpa-
HEHUM ero CTAOMIBHOTO COMAaTUIECKOTO 1 IICUXMIECKOTO
COCTOSIHUS 1 BEICOKOM MOTHMBHPOBAHHOCTHU K IIPOBEIE-
HUIO MeIUIIMHCKON peadbunurauuu. Takoil IporHo3 siB-
JIsieTcsl 00OCHOBaHMEM pa3pabOTKM WHAWBUIAYaJbHOMI
IIPOrpaMMBI peadINTALIMI — KOMILJIEKCa MEPOITPUSTHI
MEINIIMHCKOTO, IeAaroTHYecKoro, ICHUXOJI0THIECKOTO
U COLIMAJIbHOTO XapakTepa. CToJIb CJI0XHBIE 3a0a4u TPe-
OYIOT B3aMMOACHCTBUS CIEIIMAIMCTOB PAa3IUIHOTO IPO-
s, BKII0Yask pa3IMIHBIC BUIBI IIOMOIIIH 10 TIPEOI0-
JICHUIO TIOCJIeICTBUIT 3a001eBaHUsI, U3MEHEHHUIO 0Opa3a
KW3HM, CHIDKCHUIO BO3ICHCTBUS (PAKTOPOB pHCKa IS
MOCTIDKCHMS 11 peadINTalluy — IIPU YIaCTUM KaXk-
JIOTO CIELMAINCTa B KOHKPETHBIM MOMEHT peabduIinTa-
LIMOHHOTO Ipollecca.

[To GonpmiOMYy CYETy MEAMLMHCKAS peaduIuTalns
JIeTe ¥ TIOAPOCTKOB C TeMAaTOJIOTMICCKIUMHU I OHKOJIOTH -
YyeCKMMMU 3a00J1eBaHUSIMM BKJIIOYAET OLIEHKY peaduInTa-
IIMOHHOTO TOTEeHIIMaJa MallMeHTa W JUATrHOCTUKY TeX
HapyIIeHUI, KOTOPBIE TOJDKHA IIOMOYb IIPEOI0JIETh pea-
ounurauus. Ha ocHoBaHMM BCECTOPOHHETO 00CeI0Ba-
HUS TalMeHTa (popMUpPyeTCs IMporpaMma peadImTaluu
C UCIOJIb30BAHUEM BO3MOXHOCTEM JIEKADCTBEHHOU U HE-
MeIMKaMEeHTO3HOM (u3noreparmu, JIedeOHON (hU3KYITb-
Typhl (JIOK), Maccaxa, ncuxorepannu, pediekcorepa-
MY, METOIOB C IMPUMEHEHUEM MPUPOIHBIX JIEUCOHBIX
¢akTOpPOB) TEpAIIUM C YICTOM MHANBUIYATbHBIX BO3pPACT-
HBIX CTaHAAPTOB, COIMAJIBHBIX M 3MOLIMOHAJIBHBIX TIO-
TpeOHOCTEe! MallMeHTOB.

Konuemnuust opraHu3alnuy KOMIUIEKCHOM peabuinuTa-
LIMM CTPOUTCS Ha UJiee CO3AaHUsl €AUHOTO peadUIUTaLIM -
OHHOTO MPOCTPAHCTBA B PE3Y/IBTaTe KOOPAMHALINY YCHINI
Pa3IMYHBIX CTPYKTYP I10 IMIPOBEACHIIO MEIUIIMHCKOM, TICH-
XOJIOTO-COLIMAJIBHOM, TMCUXOJIOTO-TIEAArOTMYECKOM pea-
omMTauuu OOJBHBLIX M WIeHOB uX ceMeil [4]. B ocHOoBe
MEIULIMHCKOMN peabuInTalM JEXKUT KOMILIEKC MEPOITpY-
SITUA MEOWIIMHCKOTO M IICMXOJIOTMYECKOTO XapakTepa,
HaIlpaBJICHHBIX Ha ITOJTHOE MJIM YaCTUYHOE BOCCTAHOBIIE-
HHUE HapyIIeHHBIX U (MIM) KOMIIEHCAIIMIO YTpadyeHHBIX
(GYHKIIMIT TOpaxkeHHOTO OpraHa J100 CUCTeMbI OpTaHU3-
Ma, monaep:xaHue (PyHKIM opraHM3Ma B IIpoliecce 3a-
BEpILEHUSI OCTPOro Ieproja 00Je3HU, TpeOyIOIIEro 10-
JICYMBAHMS M CAHATOPHOTO 3Tama ISl TIpeayIpeXaeHIs
BO3MOXXHOW MHBAJIMIHOCTH, B KOHCYHOM CUETE HAIlpaB-
JIEHHOE Ha COLIMAJIbHYIO MHTErpaLuio pebeHKa B 001LIECTBO.

O4eBUIHO, UTO T 3(PHEKTUBHOTO BHINOJTHEHUS TTPE]I-
JIaraeMBIX IIPOTPaMM, IIJIsI peaIbHOTO JOCTYKCHUS O3Ha-
YEHHOM 11eJIM HEOOXOIUM KOJUIEKTUB C MYIbTUIACIIVILIM -
HapHBIMU BO3MOXXHOCTSIMU. B MakcMaIbHOM BBIpaXKEHUH
B €ro paboTe IPMHUMAIOT y4acThe (B TOM YUIM MHOM CTe-
IICHU 1 Ha pa3HbIX 3Tarax):

* BpauM-CIELIHAINCTEI II0 IPOGIII0 OKa3bIBacMOM
MEIMITUHCKOM ITOMOIIH (TIeANATP, TepareBT (IUIsI ITOAPOCT-
KOB CTapIIIeTo BO3pacTa), OHKOJIOT, TeMaTOJIOT, UMMYHOJIOT);

* Bpayu-peabuanTONOru, crneunaanuctsl mo JIOK
U CIIOPTUBHOU MeIUIIMHE, (DM3NOTEpaITny;

* MEIMIIMHCKWI IICUXOJIOT, IICUXUATP, IIeIarory;
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* 110 MTOKAa3aHMSIM — CHELIMATUCTbI, UMEIOILIME BbICIIIEE
HeMeJULIMHCKOe 00pa3oBaHue, B COOTBETCTBUU C TPeOO-
BaHUSIMM OPTaHU3ALMU JESTEIbHOCTU TI0 CIEUUATbHOCTH:
MO0 KOPPEKIIMOHHOM NeAaroruke, JIOroneanuu, MHCTPYKTO-
pei-MeToaucThl 1o JIMK; cnenmaanucTsl IO COLMANTBHOMN
paborte;

* 10 ITOKa3aHUsIM MOXET ObITh BOCTpeOOBaHA MOMOILb
Bpaueil GyHKIMOHAIBHOM, YIETPa3ByKOBOM, JIy4eBOI 1A~
THOCTUKHU, CIIELMAIMCTOB KJIMHUYECKON J1abopaTopHOM
JIUArHOCTUKY U APYTUX CHELUAIUCTOB, OCYILECTBIISIOLIMX
KOHTPOJIb 6€301acHOCTH U 3(P(PEKTUBHOCTU IIPOBEACHUS
peaduIMTAlIMOHHBIX MEPOIIPUSITUI, B COOTBETCTBUM C I10-
pSIIKAMM OKa3aHMS CHELAAIN3UPOBAHHON METULIMHCKOMN
MOMOIHU, MOPSIIKOM OpraHu3aluy MEAUIIMHCKON peadu-
JIMTALIMM, a TAaKXKe MOpsSAKaMM OKa3aHUsl MEIULIMHCKOM
nomown no JI®K, ¢usnorepanuu, MaHyaJabHON Tepa-
MY, MEIUIIMHCKON IICUXOJIOTHH U petIeKCOTepariu.

Bce yyacTHUKM AMAarHOCTUYECKOTO U JieueOHO-peadu-
JIMTALIMOHHOTO Mpoliecca TOKHbI MOJYYUTh CIIelAaIb-
HO€ IOTMOJIHUTEJIbHOE 00pa3oBaHue.

OTmenbHBIM HaIIpaBICHUEM PeaOIINTAIINN SIBIISICTCS
paboTa ¢ ceMbeli BbI3IOpaBIMBaOLIEro pebeHka. MHorue
Mnpo0JIeMbl, KOTOPbIE BOBHUKAIOT Y WIEHOB CEMbU BO Bpe-
M1 60JIE3HU — SMOLMOHAJIbHOE BHITOPAHUE, IEMPECCUS,
KOH(MJIMKTHI — BJIMSIIOT Ha KA4€CTBO XKM3HU PeOSHKA U €T0
noseaeHueckue rnpobiaeMsl. [lcuxoTepaneBTuueckue Me-
PONPUATHUS XKETATETbHO MPOBOIUTL C YYaCTUEM CEMbHU,
B KOTOPOI1 pacTeT pedbeHOK, MepPeHEeCIINi OHKOJIOTMYECKOe
3aboseBaHue. J11s1 peleHus SMOLMOHAIbHBIX M MEXIUY-
HOCTHBIX ITp0O0JieM, COBJIaJaHus ¢ «TOKCUYECKUMU» Mbl-
CJISIMU, CBSI3aHHBIMU CO CTPaxoM pelarBa 3a00JI€BaHMS,
MOXHO HCITOJIb30BaTh KPAaTKOCPOUHYIO CUCTEMHYIO Ce-
MEMHHYIO WM KOTHUTUBHO-TIOBEAEHYECKYIO TEPAUIO.

OHKOJIOTMYECKOe 3a00JIeBaHKUE U €ro JIeUCHNE Hera-
TUBHO BJIMSIIOT HE TOJIBKO Ha COMAaTUYE€CKOE COCTOSIHUE
pebGeHKa, HO U Ha €ro IICUXUKY, Ha pa3BUTUE U CTAHOBJIE-
HHUE TUYHOCTH. DTOLEHTPU3M 1 NH(MOAHTUIN3M, SMOLIMO-
HaJbHas JaOWJIbHOCTb, BbICOKAsl TPEBOXKHOCTb, YYBCTBO
BUHbBI, HU3Kasl CAaMOOLIEHKA, arpeccusi U ayToarpeccusl,
HEUPOICUXOJ0TMYeCKre HapyLLIEHMS, IIIKOJIbHAST HEYCITel1I-
HOCTb — BOT AAJIEKO HE MOJIHBIM MepeyeHb COLMAIbHO-
MCUXOJOTMYECKMX, SMOLIMOHAIBHBIX M TUYHOCTHBIX MPO-
0J1eM, OOYCIOBJIMBAIOIIMX COLMAJIbHYIO JAe3aJalTaliiio
aTUX AeTeit [25].

Bce BhllIETIEpEUMCIEHHOE 0O0CHOBBIBAET HEOOXOIM -
MOCTB CO3IaHUSI CUCTEMBbI KOMILICKCHOM MEIMKO-TICHXO-
JIOrO-COLMAJIbHON peaduiuTauuu OOJbHOrO pebeHKa,
poauTesei, CMOIMHIOB, YTO OCOOEHHO aKTyaJlbHO B Ha-
IIEH CTpaHe, TIe CUCTeMa ajalTalyy JeTeU-MHBAINIOB
K CJOXHBIM M MOCTOSIHHO MEHSIOIIMMCSI COLUAIbHBIM
YCJIOBMSIM TOJILKO HAaYyMHaeT cKiaagbiBaTthes [24]. Ha oc-
HOBaHUM OOJILIIOTO OMNbITa PabOThl B 00JaCTU IETCKOM
OHKOJIOTMU Y TEMATOJIOTUM Mbl CYHUTAEM, UTO CO3AHUE CU-
CTeMbI peadUIUTALIMOHHOW MOMOILM 3TUM AETSIM U MO -

Tpukaz Munzdpaea Poccuu om 29 oexaops 2012 2. No 1705n.

POCTKaM IOKHO 0a3MpOBaThCS HA COYSTAaHUU 2 COCTaB-
JISIIOIINX: PeaIN3alluy MEINIIMHCKOM CTpaTeTUH JICUCHUS
U peadMIvTallid U CTpaTeTUH IICHXOJIOTI0-COIIMATbHOMN
peabmmmuTaluy pedeHka u ero ceMbr. O0beKTOM peadu-
JINTAIIAM SIBJISICTCST BCSI CEMbSI B 11€JI0M, BKJTIOUasi peOeH-
Ka-UHBaJInga, poaurtesiei, cnoauHroB. OOpa3oBaTenbHast
(akameMmuecKas) peaOIMTALNS SIBJISIETCS KITIOYEBOM TSI
COLIMAJIbHOM peabuInTalu pebeHKa IKOJIbHOTO BO3pacTa.

[Tmarnpyemast crcteMa OpraHU3aLMY CIIeIMATN3UPOBaH-
HOM MEIULIMHCKOI peadWIMTALUU JeTeli C TeMaTOI0IrMYeCKU-
MU M OHKOJIOTMYECKMMHU 3a00JICBAHMSIMU OCHOBBHIBACTCS
Ha IT0Ka3aTeNIsIX YPOBHS 3a00J1¢BaeMOCTH (OHKOJIOTHS —
15 na 100 000 mereit mo 14 net, 18 Ha 100 000 moapocTKOB
B Bo3pacre 15—18 ner; rematonorust — 150 Ha 100 000 geTeit
1o 18 1eT) m oobema aucancepHoit rpyrmsl (25—30 000
B Poccuiickoit @enepaninm), KaXXIblid 13 KOTOPBIX HYXKIa-
ercs Bo II—I1I atanmax peabuiurauuu.

PeabunuTanuio nerei ¢ reMaToJoruuecCKuMU U OHKO-
JIOTMYECKUMMU 3a00JIeBaHUSIMU, TICPBUIHBIMUA UMMYHO I -
dummTaMm 11eJ1eco00pa3HO IPOBOAUTH IO OCHOBHBIM
KJ1accaM 3a0o0JIeBaHMI U HO30JIOTMYECKHNX (DOPM B COOT-
BETCTBUU C IIPUHLMIIAMH, TIPUOPUTETAMU 1 IIOJTHOMOUYH -
SIMM OKa3aHUSI MEIUIIMHCKON MOMOIIM Ha TEPPUTOPUU
Poccuiickoit @egepauun', B COOTBETCTBUH C OCOOEHHO-
CTSIMHM OpPTaHM3alLMH peabIMTAIIMOHHOTO IIpoliecca y ae-
Teil U y4eTOM yCJIOBUIA CeMEeHOI peabUIUTalMY 1 3TalloB
OpraHu3aluy peadIMTalMOHHOM MOMOIIH [5].

DTansl peabINTALMU CHHXPOHU3MPOBATh C STaraMu
CeUMAIU3UPOBAHHON nomouu: | atan peabuimrauuu
¢ BTanoM JieueHus (KIMHYKa, THeBHOM crarmoHap); I atan
peadWwIMTalMy C 3TanoM JoJieyuBaHUs (MPOQUIbHbBIIA
JieyeOHO-peabunuTaloHHbIi HeHTp); 111 aTan peadbunu-
Tauu (aMOyJIaTOPHO-TTOIUKIMHUYECKUIA) C 9TAIIOM JIHC-
MaHCEePHOTro HAOIIOIeHUSI.

3man I. Peabunumauus B npouecce UHMEHCUBHOr0 NeYeHua

(KMUHUKA U AHEBHON CMayuoHap)

I aTan peabunuTauyu OCyIECTBISIETCS B CTallMOHApax
CIIeIINATU3UPOBAHHBIX KIIMHUK, TA¢ OOJIBHBIC TTOTYJIaloT
JIeYeHNEe OCHOBHOTO 3a00JIeBaHUS — OHKOJOTHYECKOTO,
reMarojiorndeckoro (enepaibHble, pecITydOJMKaHCKHE,
00J1aCTHBIC JETCKME OOJTEHUIIBI YUITM OHKOJIOTMUECKHE THC-
ITaHCEePHhI, a TAKKE OTHCIICHUS peaHUMAIlU M MHTEHCUB-
HOM1 Tepalliy 1 THEBHBIC CTALIMOHAPHI).

O4YeBUIHO, YTO HA TOCIMTAJIIBHOM 3Tarle IePBUIHO
JIeYeHMEe, KaK IPaBWIO, TSLKEJIOro 3a00J1eBaHMsI, OHO 3a-
ITOJTHEHO BBITIOJTHEHUEM CIOXKHBIX MEIUITMHCKUX IIPOIIe-
IIyp, TIepeUMCIICHIE KOTOPBIX HE BXOIUT B 3a1a4M JaHHOK
nyOauKalUu.

OcHogHble peabuiumauuonmbie oelicmeus 6 3mom nepuoo
6KArOMarom PaHHIOW QU3NIECKYIO peadUIuTauio (IIpo-
(rrakTIKa 1 KOPPEKIIvsI HapYIIeHUA OIIOPHO-IBUTATEIb-
HOTO amnmaparta, pa3paboTKa CyCTaBOB IOCJIEe SHIOIIPOTE3H-
POBaHUsI, Pa3BUTHUE TBUTATEIFHBIX HABBIKOB B COOTBETCTBUI
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C KaJIeHOApHBIM BO3pacTOM peOeHKa U TIp.); IICUXOJIOTH-
YeCKOe COMPOBOXACHNE — UHAWBUIYAJIbHYIO U TPYIIOBYIO
MCUXOTEePAIMIO, TICUXOJOTUYECKYIO MOAAEPKKY B CBSI3U
C KajeyaluuMu OTepalusiIMU 1 TIp.; aKaaeMUYeCKylo pea-
OMIMTALMIO (OpPTaHU3AIINS TOCIIMTAIBHOM IITKOJIBI).

BaxxHoii cocTaBisiolei 3Toro, aa U Bcex Apyrux Ie-
PUOIOB JIeUeHUsI O0JILHOTO, SIBJIsSIETCSI paboTa ¢ pOAUTENsI-
MH/CeMbeii, KOTOpas TODKHA BKIIOYATh, HAPSMY C OUa-
THOCTUKOW COLMAIbHBIX U MCHUXOJOTMYECKUX MpobiieM
CeMbH, TPaMOTHOE IOPUANYECKOe WM MHMOPMAIMOHHOE
corpoBoxaeHue (MHOOPMUPOBAHME O MpaBax peOeHKA-
WHBAJNIA, TIOMOIIG IIPU 0POpMICHNY MHBAIUIHOCTH
" T. 1.). BaxxHO Takke BKJIIOYATh B ATO MPOCTPAHCTBO
U TICUX0JIOTO-COLMAJIbHYIO peadMINTaLIUI0 CUOJIUHIOB.

JIneenoii cmauuonap — NOCTVXX€HVE€ OpraHU3alu Me-
JNULMHCKOM MOMOIIY AETAM, O0JbHBIM OHKOJOTMYECKU-
MM, FEMATOJIOTUYECKUMHU U IPYTUMHU TSKEJIBIMU 3a00J1e-
BaHUSIMM — MHTEHCUMBHO Pa3BMBAETCS B Halllell CTpaHe
B IIOCJIEIHUE TObl. TPYAHO MEPEOLIEHUTh BO3MOXHOCTHU
CTallMOHAp3aMEIAIOIIMX TEXHOJIOTUI, COETMHSIIOLINX MO~
JIOXKMUTEbHBIE 3JIEMEHTbl aMOyJIaTOPHO-MOJIUKIUHUYE-
CKUX YCJIOBUI (IOMalllHee cofiepkaHue pedeHKa, CHIKe-
HHUE prcKa MHGEKIIMOHHBIX OCI0XHEHMI, YMEHbBIICHUE
CTOMMOCTH JIEUEHMSI) C TOCTIUTATILHBIM KauYe€CTBOM JieUe-
Hust. [TokazaHus riepeBoaa 60JIbHOrO B AHEBHOM CTAlLIMOHAD
OMpeeISIOT Jieyalllue Bpauyr B 3aBUCUMOCTU OT COCTOSI -
HUSI MAUMEHTa U KOMIUIEKCa HEOOXOAMMbBIX EMY B TaHHbIMI
OTPE30K BPEMEHH JICUCOHBIX MEpOIpUITHiA. OnpeaenTb
BCE COCTOSIHMSI, KOT1a 00JIbHOM MOXET MoJIydaTh JeUeHUe
B YCJIOBUSIX THEBHOTO CTALIMOHAPa, HEBO3MOXKHO, HA30BEM
HauOoJiee OYeBMAHbIE: MO3IHUIA IOCJIeoIepaLMOHHbII
U TTOCTTPAHCIUIAHTALMOHHBIA MEPUO/IbI, PEMUCCHUSI OIY-
X0JIEBOTO 3a00JIEBaHUS, PAaHHSISI U OTCPOYEHHAsI TOKCUY-
HOCTh XUMMOJTy4eBOI TepaIltui, UMMYHOIC(HUIIUTHOE CO-
CTOSIHME U O0OCTPEHME XPOHMUYECKUX COMATUUYECKHUX
3a00J1eBaHUIA, IICUXOJIOTMYECKAsI M COIIMAIbHAS Ie3aIaln-
Talusl CEMbU, OTPAHUYEHNE aKTUBHOCTH.

OCHOBHBIE HAIIpaBJICHUS PeaOINTAIIIOHHOM TTIOMO-
11IM B ITHEBHOM CTallMOHAPE MOTYT BKJI0YATh (PU3UUECKYIO
peadUINTALIUIO; TICUXOJOTUYECKOE 1 TICUXOTEpaIieBTUYE-
CKO€ COIIPOBOXIECHHUE OETEU U POOUTENCH; KOPPEKIIUIO
JIETCKO-POAUTENbCKUX U CUOJIMHIOBBIX OTHOLLIEHUIA; Op-
TaHU3ALMIO 00pa30BaTeILHOIO Ipo1iecca (MHTePHET-IIKO-
JIa, TOMOIIIb B pEMHTETrpalliy peOeHKa B IIIKOJIY); CeMeii-
HYyIO peadmwImTannio (ITOMOIIb B PEIICHUN COLMAIBHBIX
mpo6sieM, WH(pOPMaIIMOHHAS TTOAIePKKa, IOpUINIecKast
MoaJaepXkKKa, CEeMEMHOE KOHCYJIbTUPOBAHME U TIP.).

O4YeBUIHO, YTO IS peaIN3aliy YKa3aHHBIX HAaIIpaB-
JIEHUI 1 OKa3aHUSI peadMIMTALIMOHHOM OMOILY B TTIOJTHOM
00BbeMe HeOOXOIUMO B TPOMUIBHBIX LIEHTpaX U JIe4eOHO-
MPOPUIAKTUISCKUX YUPEKICHUSIX, NMEIOINX B CBOEM
COCTaBe OTAEJICHUs METCKOM reMaTOJIOIMU/OHKOJIOTUH,
OPraHM30BaTh CIIEUAIM3NPOBAHHYIO CIIy>k0y. O00CHOBa-
HYE ¥ OCHOBHBIE MTapaMeTphbl HEOOXOAUMBIX CTPYKTYP ObUIU
noApoOHO MpeAcTaBIeHbl HAaMU B 0oJiee paHHel Iy0Iun-
Kkammu [5]. CyMMupys CIlelInaIn3upOBaHHbBIC HAIIPaBJIe-
HUS peabuanTalv Ha 3TOM 3Tare, OCHOBHBIMU CYUTAEM

TICUXOJIOTO-COLIMAIBHYIO CITYKO0Y, TPYIITy HYTPUTUBHOM
MTONAEPXKKH, CTALIMOHAPHOE OT/C/ICHIE METULIMHCKOM (hr-
3UYECKOI) peadInTalluy U/ WK APYTyIo hopMy obecIre-
YeHHS NalneHTOB Bo3MoxHocTIMU JIOK — knmHe3noTe-
parmmu. Ha ocHOBe MMEIOIIETOoCs OmbITa IPaKTUISCKOM
paboOThl MBI CYMTAEM, YTO MUHMMAJIbHOE IITaTHOE 00ec-
IeYeHUE TODKHO COCTABIISITE: 1 CTaBKY CIIELIMAIMCTa CO-
uaxbHOM paboThl Ha otaeneHue (30—40 koek), 1 craBKy
KJIMHWYECKOTO Ncuxoora Ha 15—20 Kkoek; MUHUMAaJIbHYIO
IITATHYIO YNCJICHHOCTD I'PYMITB KIIMHUYECKOTO MTMTaHUS
MOXKHO OIIPENeNINTh U3 pacyeTa 1 Bpau-aueTosor 1 1 Me-
IUIIMHCKAS CecTpa Ha CTaHZApPTHOE NETCKOE OTICICHUE
reMaTOJIOTM/OHKOJIOTUH, TaK e KakK IJIsST IIPOBEICHUS
JIOK Ha 30—40 criennanu3npoBaHHBIX KOEK HYXKEH KaK
MHUHHUMYM | Bpad (KMHE3MOTEepareBT) U 2 MHCTPYKTOPA,
IMOJTYYMBIINX CTICIIMAIBHYIO ITOATOTOBKY B 3TOI 00JIaCTH.

I aman peabunumauuu - neye6Ho-peabunumauuoHHbIi -

UHHOBAWUOHHAA cmpamerus B Aemckoii

remMamonoruu/oHronoruu

CrenaH nepBblii 0O4eHb BaXKHBIN IIaT B CO3aHUU CU-
CTeMbl COBPEMEHHOI peadMIMTAaLMOHHON ITOMOIIH AETSIM
U TIOAPOCTKAM M, UTO OYCHD BaXKHO, UX CEMbSIM — | UIOHS
2014 r. otkphIT JleueOHO-peadMIUTAIIMOHHBINA HayYHBII
neHTp «Pycckoe none» B ctpykrype ®I'BY «Denepans-
HBIA HAYYHO-KJIMHUYECKUIA LIEHTP IETCKOM reMaToJIOTUH,
OHKOJIOTMU U UMMYHOJI0ruu uM. JImutpust PoraueBa» MuH-
3apaBa Poccuu (JIPHILI). 310 mepBbIii mpodIbHBIHM LICHTP,
KOTOPBIFA MOXET Ha JOJKHOM YpOBHE peliaTh 3agauu 11
(gactuano u I11) 3Tana KOMIUIEKCHO# peabUIuTaIIui STHX
oonpHBIX. [ocimTanuzanus gereii-unHBaaunoB (0—18 er)
M COIPOBOXKIAIOIINX MX JIUII IIPOBOAUTCS TIPY HATUYUH
pPeabMIMTAaLIMOHHOTO TTOTeHIIMAIA 110 HAIIPaBJICHUIO (e-
JIepaTbHBIX LIEHTPOB WJIX PETUOHAIBLHBIX YIIPABICHMIA 30pa-
BooxpaHeHus1. HarpapieHuto Ha peabuiuTaluio noajiexar
BBIIIMCAHHBIC U3 CTallMOHapa, B TOM YHCJIe Ha IepephiB
Mexny rmkinamu nareHcuBHo# XT, JIT u/vmm mocie TpaHc-
IJIAHTAIIMY KOCTHOTO MO3Ta, OIIepaTUBHBIX BMEIIIATEIbCTB.

B crpykrypy JIPHII BXomaT 5 cneunaivu3anupoBaHHbBIX
OTIEeJICHUI TOJIeYMBAHUS 1 peadIMTalluy neTeii: 1) mo-
C¢J1e TpaHCIUIAaHTAIIMM KOCTHOTO MO3Ta; 2) paHHETO Bo3pacTta
(ot 0 mo 3 neT); 3) ¢ COMMAHBIMU OITYXOJISIMU; 4) C TeMO-
omacro3amu; 5) ¢ omyxossimu LTHC. [JoneunBanue u paH-
Hs1s1 peabuuinTalus nanueHToB B yeioBusix JIPHLL mo3so-
JISIET pellaTh aKTyaJIbHbIe KIIMHUIECKUE IIPOOIEMBbI, YETO
HE CYIIIeCTBOBAJIO B TaKOM (hopMaTe 10 HACTOSIIIIETO Bpe-
MeHH. BriepBrle B cTpaHe MPEemIOKEHBI U K& UCIIOIb3Y-
I0TCS1 Ha TIpaKTUKe JieyeOHO-peadIMTaLlMOHHbIE TEXHOJIO-
WU 151 I€Tel MEPBOTO rojia >KM3HU U PaHHETO BO3pacTa.
[IpmnoxeHsI cepbe3HbIe YCHIINS IJIST OpTaHU3AIIH JOJIe-
ypuBaHM U peadbmmTaumy aereii mociae TTCK, yTo mo3Bo-
JIAT peIiaTh BOIIPOCH IPOMPMIAKTUKI, KOPPEKIIUN U JIeue-
HUS TIOCTTPAHCIUIAHTAIIMOHHBIX OCJIOXKHEHU, B TICPBYIO
odepenb MHGEKIMOHHBIX ¥ BBI3BAHHBIX XPOHUYECKOU pe-
aKIMel «TPaHCIUIAHTAT IIPOTUB XO3SIMHA».

Taxkxe B 3anauu JIPHII BxoasT qoseyuBaHue U paH-
HSISI peadMINTALINS TALMEHTOB TOCIIE TSKEJIBIX XUPYPIH-
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YeCKHX BMeIIaTeNIbCTB. B KauecTBe BaXKHEHIITNX TIPEUMY -
IIECTB TAKOM CHCTEMBI ITOCICOINEPALlMOHHOTO BEICHUS
MOXHO YKa3aTh ITOBBIIIeHNE 3G GEKTUBHOCTH peadVIm-
TAIlMOHHBIX MEPOIPUITUN, CHIKCHNE YaCTOTHI OCJIOXK-
HEHMI TIOCJIEONIePAIIMOHHOTO TIeproaa.

LleHTp ucroab3yeTcs B Ka4eCTBe KIIMHUYECKOM U yueo-
HoIi 06a3bl 00pa30BaTe/NbHbIX YUYPEXKACHUN BBICIIETO, I10-
CJICBY30BCKOT'0, JOIIOJTHUTEIHLHOTO M CPEIHETO 00pa3oBa-
HUSI TIPU TTOATOTOBKE MEAULIMHCKUX KaIPOB, CIIELIUAIMCTOB
IICUXOJIOTMYECKOTO TTPOGUIS M COLIUATBHOM paOOTHI.

Il aman - aMﬁynamopno-nonunnunutlecnuﬁ

(AucnaHcepHbIil)

TpeTtuit aTan KOMIUJIEKCHOI peabuIMTaluu IIPOBO-
JIUTCS IPU HAJIMYUY TIOATBEPKACHHOW pe3yibTaTaMu 00-
CJIeIOBaHMSI TICPCIIEKTUBBI BOCCTAHOBICHUS (DYHKIIMIA
(peabuINTaIMOHHOTIO MMOTEeHIMAala). BeimoaHaeTcs B OT-
nelleHnsIX (KabuHeTax) peadwimTalnuu, (Gu3noTepaniu,
JIDOK, pediekcorepanuu, MaHyaJIbHOM Teparmu, IICUX0-
Tepanuu, MeAUITMHCKOM IICUX0JI0THHY, KaOMHETaX JIOTOIIe-
na (cypmorienarora, TU(IIonesarora M Apyrux Creiaim-
CTOB IT0 IPO(MMITIO OKa3bIBAEMOI IIOMOIIIN ) MEAMITMHCKIX
OpraHM3alMii, OKa3bIBAIOIINX aMOYIaTOPHO-IIOJIUKINHM-
YeCKYIO IIOMOIIIb, a TAKXKe B IIPO(PUILHOM peaduInTaLIM -
OHHOM IIeHTpe (OTHeICHUMN peadUIUTAIlMN), B MECTHBIX
CaHATOPMSIX, B TOPOICKMX IEHTPAX MEINKO-TICUXOJIOTO-
COLIMAJIbHOM peabuInTalnu, B MpoGWILHOM peaduImnTa-
IIMOHHOM JIarepe, B TOPOACKOM CEMEIHOM KITyOe.

Lensto 111 aTana peabunuTauuu sIBIsIETCS YIydlleHUe
(YHKIIMOHAIPHOTO COCTOSTHHSI CUCTEM OpraHM3Ma, IIOBBI-
IIEHUE TOJIEPAHTHOCTH K (PU3NUSCKUM Harpy3KaM, YiIyd-
IIIEHME TICUXO0JIOTUIECKOro CTaTyca MallieHTa, YaCTUIHBII
WJIY TIOJTHBIM OTKA3 OT MEIMKAMEHTO3HOTO JieueHus. B 3a-
a4y 3TOTO 3Tara BXOIST: IIPOMOJIKEHNE KOMILJICKCHOM
peadINTALIY C TIPUBJICYCHUEM B TOM YMCIIC TEXHOJIOT I
CaHATOPHO-KYPOPTHOTO O3I0POBJICHUSI C MCITOIB30BAHUEM
MPUPOAHBIX U MPeDOPMUPOBAHHBIX (PU3NUECKUX JIeueO-
HbIX pakTopoB, JIDK, MeTogoB agannTMBHOM (U3NYECKOit
KYJIBTYPBI, KHHE3UOTEPAIIHY, allllapaTHOM peadInTaliu
U TIp.; TICUXOJIOTO-COLMaJibHAsl peaduauTanusl pedeHKa
1 BCEX WICHOB CEMbBM; aKageMHUUYeCKas peadrIMTallvs.
Koppekiius mkojibHOK HeycnelmHocTy. [lomolb getsm
B PSUHTETPALIMU B IIKOJTY.

B 3akioyeHre HEOOXOAMMO OTMETHUTD, UTO JISI CO3/1a-
HUS B CTpaHE CUCTEMBbI peaOMINTALIMU JeTei C OHKOJIO-

TUMICCKUMH U TeMaTOJIOTMIECKUMHU 3a00JIeBAaHMSIMU He-
00XOAUMBI:

* pa3BHUTHE HOPMATHUBHO-IIPABOBOI1 0a3bI I MEIMKO-
9KOHOMMWYECKMX YCJIOBUM U151 CEMEMHON peabuIuTalluu;
BKJIIOYAIOLIEE OMHOBPEMEHHYIO peaOUIMTALIUIO OOIbHBbIX,
cubcoB u poauteneii Ha 11 u 111 aTanmax peabunuranumu;

* OpraHu3alys CayxKO0bl KaTaMHe3a 1T DOpMHUpPOBa-
HUSI perMOHAIbHBIX ¥ DellepabHOM 0a3 TaHHBIX (PErUCT-
POB) O IETSIX B PEMUCCUU OHKOJIOTMYECKUX 3a00JIeBaHMUIA,
HYXIAIOIINXCS B peaOMINTAIIMOHHOM JICUCHUHU U TICUXO0-
JIOTO-COILIMAIBHOM COIIPOBOXICHNU,

* OTKPBITHE ITPO(PUIBLHBIX PeaOINTAIIMOHHBIX [ICH-
TPOB U CIELHMAIN3UPOBAHHBIX CAHATOPHBIX 0a3 B PErv-
OHaXx;

* pa3BHUTHE U COBEPIICHCTBOBAHUE CUCTEMBI TIOITO-
TOBKHM Bpadeii-peadINTOI0TOB U IPYTUX CIICIIUAICTOB.

M xoTs monbITKM OKa3aHUS peaduJIMTallMOHHOM
ITOMOIIH ACTSIM U IIOAPOCTKAM OBLIN, KOHEYHO, ¥ paHb-
1Ie — MOXHO BCIIOMHHTH HAOIIOIeHNE OOJBHBIX OCTPHIM
MG OOTACTHRIM JIEMKO30M B OTAEIICHUN TeMaTOJIOT U
U TIOJIMKIUMHUKE MOpPO30BCKOI AeTCKOI KIIMHUYECKOM
0ONMBHUILIBI, paboTy oTaeiaeHus peadbmnurannyu BOHIL
PAMH CCCP (1990 1), ¢ 1992 . — B peabunutaimoH-
HOM oTeneHuu s aereit ¢ ponurensimu HUMU netckoit
remMartoyioruu Ha 6ase caHatopus «Pycckoe moie», rie,
KOHEYHO, II0 Mepe BO3MOXHOCTEH OTpadaThIBAINCh
MIPUHIIAIIBI MEAUIIMHCKON peadMInTallNy IeTeil-uHBa-
JmaoB [26—29].

OmHaKo TOJBKO ceifyac co3maeTcsl CTPYKTypa, KOTO-
past TIO3BOJIUT OCYIIECTBUTH MEUTY — IIOMOYb PEOCHKY,
3a00JIeBIlIEMY paKOM, COBCeM 3a0bITh O CBOeil 0OJIe3HHU,
MOTOMY UTO OH OYIEeT NEMCTBUTEABLHO 310POBBIM YEJIOBE-
KOM.

Ve ¢ 2015 . Ha ocHOBe pa3pabOTaHHBIX COBMECTHO
¢ TepputopranbHBIM (POHIOM METUILIMHCKOTO CTpaxoBa-
HUSI MOCKOBCKOI 00J1aCTH HAyYHO-METOANYECKUX JOKY-
MEHTOB, KIIMHUIECKIX peKOMEHIALINI M MEIUKO-2KOHO-
MHMYECKUX CTAaHIAPTOB BIIEPBBIC B CTPaHE YTBEPKICHBI
mnddepeHmanbHbIe Tapudbl Ha (PUHAHCOBOE obecTeye-
Hue 17 peabuIMTAIMOHHBIX IIPOTrpaMM, YTO CAENAN0 JI0-
CTYIIHBIM pEadWIUTALIMIO [JI BCEX NETe-UHBAIUIOB
Poccuiickoit @enepanym.

JIPHII «Pycckoe mone» B 2015 . roToB NMPUHSATH
1 oKa3aThb nmomoliupb 6ojee uem 4000 mereii, BEI3IOPOBEB-
LM OT paKa, ¥ WieHaM UX CEMeEii.
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Kombunayuga 6enpamycmuHa u pumykcumaba B mepanuu
peyuauBupyowero u pe)pakmepHoro XpoHU4YecKoro
numdaoneiiko3a: pesyibmambl
pempocneKkmuBHOro UuccnefoBaHua
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C.C. Kynukosa'-2, E.B. Opanecosa’®, 10.Bb. Koukapesa®, B.JI. IsaHoBa®

II'BOY BIIO «Poccutickuii HayUOHANbHbLU UcCAe008amenbckuil meouyunckui ynugepcumem um. H. U. [Tupoeosa» Munzdpasa Poccuu,
Mockea; Poccus, 117997, Mockea, ya. Ocmposumsnosa, 1;
OIrbY ©HKI] JITOH um. Jimumpus Poeauesa Munzdpasa Poccuu, Mockea; Poccus, 117198, Mockea, ya. Camope: Mawena, 1;
II'BY3 «lopoockas kaunuveckas 6oavruya um. C.I1. Bomkuna»; Poccus, 125284, Mockea, 2-it Bomkunckuii np-0, 5;
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°I'BY3 «lopodckas noaurkaunuxa No 68», Mockea; Poccus, 119180, Mockea, yar. Manas Skumanka, 22, cmp. 1

Konmarxmui: Cepeeii Bauecaagosuu Cémoukun semochkin_sv@rsmu.ru

B cmamve npedcmasnenst pesyromamot uccaedosanus sghghekmugHocmu u 6e30nacHocmu KOMOUHayuu beHoamycmuna u pumykcumaoa
(cxema BR) y nayuenmos ¢ peyudusupyowum u pegppaxmepruim xporuveckum aumeponetixozom (XJIJI). B nepuod ¢ 01.2012 no 04.2013
Jeuerue 6bi10 uHuyUUposaro 43 nayuenmam (21 — peuuduenwt, uyscmeumenviuie Kk nocaedueil aunuu mepanuu,; 22 — pegppaxmepnuiii XJ1J1).
Meduana o3pacma Ha MomeHm Hauana uccaedyemoii mepanuu cocmasuna 63,5 eoda, pazopoc om 43 do 81 2oda. Omeem 6 coomeemcmeuu
¢ kpumepusmu NCI-WG (1996) oyenen y 40 6oavubix. Tloanas pemuccus (ITP) ooxkymenmuposana é 5 (12,5 %), wacmuunas (4P) uru no-
OyasapHas wacmuunas pemuccus (H4P) ¢ 17 (42,5 %) cayuasax. MPB-neecamuenoii IIP docmue 1 (20,0 %) uz 5 nayuenmos ¢ IIP. Ilpu me-
duane HabarO0eHUs 3a ebiicUsUMYU nayuenmamu 23,5 mec 2-nemuss eviacusaemocms be3 npoepeccuposanus (BbII) cocmasuna 47,2 +
8,5 % (meduana — 18,5 mec), obuas evixcusaemocms (OB) — 66,9 £ 7,9 % (meduana ne docmuernyma). lemamonozuueckas mokcu4Hocms
ITT-1V cmenenu umena mecmo 6 15 (34,9 %), ungexyuonnvie ocroxcrherus moi e cmeneru — 6 5 (11,6 %) cayuasx. Jlocmosepro yxyo-
wanu 2-nemuioio OB npeonevennocms om 3 u 6oaee aunuii (37,5 £ 16,1 % npomue 74,7 £ 8,3 %; p = 0,016), naauuue “bulky disease”
bonee 10 cm (0,0 % npomue 75,4 % 7,5 %; p < 0,001) u npumenenue pumyxcumada 6 KOMOUHAUUU ¢ XUMUONPENAPAMAMU 6 Npeoulecmey-
FOUUX AUHUSAX NO CDABHEHUIO C «HAUBHbIMU» cayuaamu (44,1 £ 10,5 % npomue 92,9 £ 6,9 %, p = 0,009).

Karouesnle caosa: xponuueckuii aumgoneiikos, peyudus, peppakmepHocms, 6eHOAMYCMUH, PUMYKCUMAO

DOI: 10.17650/1818-8346-2015-1-16-23

Combination of bendamustine and rituximab in the management of relapsed
and refractory chronic lymphocytic leukemia: the results of retrospective study

S. V. Semochkin®?, E.G. Arshanskaya®°, O.D. Zakharov*, A.N. Kotelnikova’,
S.S. Kulikova”?, E.V. Ovanesova’, Yu.B. Kochkareva®, V.L. Ivanova’

IN.I. Pirogov Russian National Research Medical University, Ministry of Health of Russia, Moscow;
1 Ostrovityanova St., Moscow, 117997, Russia;
2Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev, Ministry of Health
of Russia, Moscow; 1 Samory Mashela St., Moscow, 117198, Russia;
3S.P. Botkin City Clinical Hospital; 5, 2 Botkinskiy Pr-d., Moscow, 125284, Russia;
“Polyclinic Ne 11, Affiliate Ne 4, Moscow; 5 Novatorov St., Moscow, 119421, Russia;
>Polyclinic Ne 201, Affiliate No 1, Zelenograd; Bldg. 225 Zelenograd, 103305, Russia;
¢Polyclinic Ne 68, Moscow; 22, Bldg. 1 Malaya Yakimanka, Moscow, 119180, Russia

Efficacy and safety results of rituximab and bendamustine combination (Scheme BR) in patients with relapsed and refractory chronic lympho-
cytic leukemia (CLL) are presented. From 01.2012 to 04.2013, the treatment was initiated in 43 patients (21 with relapses are sensitive to the
last line of therapy; 22 — with refractory CLL). Median age at start of therapy was 63.5 years (range from 43 to 81 years). In 40 patients re-
sponse was evaluated according to NCI-WG criteria (1996). Complete remission (CR) is documented in 5 (12.5 %) cases, partial (PR) or nodu-
lar partial remission (nPR) in 17 (42.5 %) cases. MRD-negative CR was achieved in 1 (20.0 %) of 5 patients with CR. With 23.5 months of me-
dian follow-up for surviving patients 2-year progression-free survival (PFS) was 47.2 = 8.5 % (median — 18.5 months), overall survival
(0S) — 66.9 £ 7.9 % (median not achieved). Hematological toxicity Grade 3—4 occurred in 15 (34.9 %) cases, same degree infectious compli-
cations in 5 (11.6 %) cases. Patients received 3 or more therapy lines before this treatment (37.5 £ 16.1 % against 74.7 £ 8.3 %, p = 0.016),
with «bulky disease» more than 10 cm (0.0 % vs. 75.4 = 7.5 %, p < 0.001) and received rituximab in combination with chemotherapy in the
previous lines, compared to the «naive» cases (44.1 £ 10.5 % against 92.9 = 6.9 %, p = 0.009) have significantly worsened 2-year OS.

Key words: chronic lymphocytic leukemia, relapse, refractory, bendamustine, rituximab
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Bsepexue

XpoHnaeckuii mumboneiikos (XJIJT) — cambril 9acThIit
BapMaHT Jieiiko3a y B3pociibiXx B Poccuu u ctpanax EBpo-
coro3a. Kaxnplit rom B Hallleid cTpaHe AUArHOCTUPYETCS
nopsaka 3,8 ThIC. HOBBIX clTydaeB 3aboneBanus [1]. 3a60-
JIeBaHUE UYPE3BbIYAITHO TeTEPOreHHOE B IPOTHOCTUYECKOM
OTHOIIIEHNY. BEDKMBaeMOCTh OTICIBHBIX MAIIMEHTOB MO-
XKeT BapbUPOBATh OT HECKOJIbKUX MECSIIEB IO IECITUIIC-
Tuii. Beibop MeToga Tepanuu 3aBUMCUT OT LIEJOTO psiaa
¢daxTOpOB, BKIII0Yast BO3pacT U (PU3NUECKOE COCTOSTHHUE
MMaIMeHTa, KIIMHUTISCKYIO CTAaINI0, TEHETUYECKUE 1 MOJIe-
KyJISpHBbIE XapaKTepUCTUKU Oosie3Hu [2]. AimoreHHas
TPaHCIJIAHTALIMS TEMOITIOATHYECKMX CTBOJIOBBIX KJIETOK
(TTCK) sBisteTcss eOMHCTBEHHBIM METOIOM, OOJIamaro-
MM KypabeabHbIM TToTeHImaaoM npu XJIJ1. C moMolpio
ajutoreHHO# TI'CK M0OXHO BBIJICYUTD IO ITOJJOBUHEI BCEX
MalMEHTOB, OAHAKO MOXKXWUIJIONW BO3paCT U BbICOKAsl CMEPT-
HOCTb, CBSI3aHHASI C 3TOM HPOLEAYypOM, HE IO3BOJISIIOT
PEKOMEHIOBATh ee JIsl IIMPOKOoro mpuMeHeHwus [3]. Hau-
JIYYIIUM METOIOM MEPBOM JIMHUU JIEKAPCTBEHHOM Tepa-
nuu XJ1JI Ha cerogHAIIHWNI IeHb SIBISETCI KOMOMHAIIAS
¢nymapabuHa, mukiodochammuna u purykcumaoa (FCR)
[4, 5]. HecMOTpst Ha TO 4TO YacTOTa BCEX OTBETOB Ha JaH-
Hol Teparnuu nipeBbiinaet 90 %, paHO UM TTO3IHO BCE 3TU
MmaureHTsl peuuausupyoT. B nenom XJIJI no-npexHemy
OCTaeTCsl HeU3JIeUMMbIM 3a00JieBaHueM. J1J1s1 jeueHus pe-
¢pakrepHoro XJIJI mpenioxkeH psit OpUTMHAIBHBIX OIIIINIA,
BKJTIOUAsI aJIeMTy3yMa0, JICHATUIOMUI, HOBBIC MOHOKJIO-
HanpHbIe aHTU-CD20-anTurena (oparymymad, oOMHYTY-
3yMa0) ¥ THTUOMTOp TUPO3UHKMHA3BI bpyToHa (MOpyTH-
H10). K coxaneHuro, OOJIbIIMHCTBO 3TUX IIPEIIapaToOB HE
3aperucTpupoBaHo B Poccuu, 1100 HETOCTYITHO IS TTpaK-
TUYECKUX LIETIEN.

BbeHmaMycTVH — LIMTOCTATHK M3 TPYIIIIHI ATKWIMPYIO-
11X ar€HTOB, 00JIaAal0IINIA BHICOKOI aKTUBHOCTBIO TIPU
JmMdonponrdepaTUBHBIX 3a00JIEBAHUSIX, B TOM YKCJIE IIPUA
XJIJI [6]. IIpenapat rmpoaeMOHCTPHMPOBaI HECOMHEHHOE
MIPENMYIIECTBO 0 CPaBHEHMIO ¢ (DIIymapaOMHOM y Halln-
€HTOB C HeyJayaMu Ha Teparuu xjaopaMoyuwiom [7]. bia-
TONIPUSITHBIN MPOQGUIIb TOKCMIECKNUX OCIOXKHEHUI, TTpe/I-
CTaBJICHHBIN B OCHOBHOM YMEPEHHOM MUEIOCYIIPECCUEH,

TOIITHOTOM 1 HETSIKEJIBIMA MHMEKIIMSIMH, AeJIaeT ero hie-
aJIbHBIM areHTOM [JISI BKJIIOUCHUSI B KOMOMHAIINK C APY-
rumMu npemnaparaMu. B vcciegoBanuu [epMaHCKO rpyIimnbl
o u3ydeHmio XJIJI (GCLLSG) komOnHamus 6eHmaMmyc-
THHA ¢ puTyKcuMabom (cxema BR) mpoxemoHcTpupoBaia
MpU peuuanuBUpyoolIeM 1 peppakrepaoM XJIJI Bo3mMoxk-
HOCTb JIOCTVKEHMSI OTBeTa y 59 % MalMeHToB ¢ MeIuaHon
BBIKMBaeMOCTH 0e3 mporpeccupoBanus (BBIT) 15,2 mec,
YTO MpeACTaBIIsIeT HECOMHEHHBIN MHTepeC [8].

Hcxomst n3 cKka3aHHOTO, HeJIbl0 HACTOSIIEro HCCJIeN0-
BaHUA SIBUJICS aHAIN3 KIIMHUYECKO 3 (PEKTUBHOCTH KOM-
ouHauu U npoduiIst ToKCudHocTu cxeMbl BR Ha co6-
CTBEHHOM TIOITYJISIIIUM ITAIIMEHTOB C PeIUIUBUPYIOIINM
u pedppakrepHbiM XJLJI.

MayueHmbl U Memopabl

Hacrosiiiiee ncciaenoBaHue mpeacTapisieT co00ii peTpo-
CIICKTMBHBIN aHAJINU3 JaHHBIX MAlIMEHTOB, IIPOJICYCHHBIX
B YCJIOBUSIX MYHULIMIIAJBbHBIX aMOyJIaTOPHBIX ITOApa3Ie-
JIEHW remaTosioruu I. MOCKBBI € TOMOILIbIO KOMOWHALIMNA
BR no noBony peumnyBupyoniero u pedpakrepHoro XJIJI.
ITonHoTa BEIOOpPKM obecrnieyeHa equHO 0a30ii O0JIbHBIX,
MOJIy4aBIIMX JIbTOTHOE OOecreueHre mpernaparom oeHaa-
MYCTHH 32 cueT Oromkera JlemaprameHTa 30paBOOXpaHEeHUs
. MockBel. BKiTIoueHBI BCe MTallieHThI, KOTOPHIM JICUCHUE
o6bU10 MHULIMKpPoBaHo B Tepuon ¢ 01.2012 mo 04.2013.
IlepBUUYHOI 1Ie/1bI0 ObLIA OLIEHKA YAaCTOThI U KaUeCTBa OT-
BeTa Ha TEParunio, BTOPMYHBIMU — COOP TaHHBIX ITO HEXe-
natenbHBIM ssBiieHusM (HS), aHanus o01ieit BEDKBaeMo-
ctu (OB) 1 BBII. PacueT moka3zaTeseil BEKUBaeMOCTHU
BBITIOJIHEH 110 cocTossHmIo Ha 01.11.2014.

JlnarHocTuka OTAeIbHBIX COOBITUIA 1 OLIEHKA OTBETa
Ha TepaItnio IIPOBOIMINCH B COOTBETCTBUM C KPUTEPUSIMU
Pa6oueii rpyrmnbl HalioHaabHOTo OHKOJIOIMYeCKOro MH-
ctutyta CIIA (NCI-WG, 1996) [9]. [Tox pedpakTepHO-
CTBIO MOHMMaNM otcyrcTBue monHoi (ITP), yactmaHoM
(YP) wm HOmyIsipHOI YacTUYHOM pemuccuu (HYP) 1o-
CcJIe 3aBEePIICHUS IIPOTrPaMMBbI TEPATUU YUIN IIPOTPECCUPO-
BaHUe B IIpenesiax 6 Mec OT ee OKOHYaHMsI.

OO0t TU3aiiH UCcCliefOBaHMs TIPEICTaBIIeH Ha puc. 1.
[ManmeHTH TTOTyYanu OeHIAMYCTHMH BHYTPUBEHHO (B/B)

Bpemsa go nporpeccumn

L, 28 OHen 28 oHen 28 oHen , 28 OHen 28 pHen 56 gHen . .
L B | ] ] ] ] ] ] ]
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BenpamyctuH

OueHkKa oTBeTa

npOMe)KyTO‘-IHbIﬁ aHanu3: nporpeccrs nnn Henpmemiemasa TOKCUYHOCTb —> CMeHa Tepannn

Puc. 1. Obwuii 6uo duzaiina uccredosanus
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B mo3e 70 Mr/m? B qHU 1—2 KaXXI0ro LIMKIa U pUTYKCHUMao
B BUIIE JTUTEIbHOM B/B MH(DY3UU B 103¢ 375 MT/M? B ieHb
0 mukia 1 u 500 mr/m? B neHb 1 nukiioB 2—6. Io peleHuio
JIeyallero Bpaya JoITyCKaJIoCh ITOBBIIIEHUE 036l OeHIa-
MycTrHa 10 90 MI/M? COXpaHHBIM IMaLIMEHTaM C TOCTATOY -
HBIMU pecypcaMu KpoBeTBOpeHMS. B ciydae m3BecTHOI
HWCTOPUM BUPYCHOTO rermarura B mwim HemepeHOCHUMOCTH
pUTyKcumaba Je4eHue MPOBOAMIOCHh TOJIbKO OeHIaMmy-
cTuHOM B go3e 100mr/m? B M 1 ¥ 2 KaXI0ro LUKIIa.
Kypchl moBropstin kaxawie 28 mgHeir. Ilpenmomaranoch
MaKCUMYM 6 LIMKJIOB B 3aBUCMMOCTH OT MHIUBUIYATbHOM
YYBCTBUTEILHOCTH U IIEPEHOCUMOCTH.

[TpomexxyTouHBIM aHAIU3 3(DPHEKTUBHOCTU TepaIINU
IIPOBOIMIICS TIOCJIe OKOHYAHUS MEPBHIX 3 MUKIIOB. [1a-
LIMCHTHI, Y KOTOPHIX MPOSBUINCH IMIPU3HAKK IIPOrpec-
cupoBanus 6onesnu (I1b) wiu HempueMiIeMOi TOK-
CUYHOCTH, BHIBOIWINCH U3 UCCIeH0BaHUs. BOIbHBIM,
JOCTUTIIMM JUILIb cTabunu3anuu 6onesnu (Cb), nomyc-
KaJIoCh IIPOIOJIKATD JICUSHNE 10 NICXOMHOU IIPOrpaMMe.
JlaHHBIe IO TOKCUYHOCTH (DUKCUPOBAJIUCH B IIEPBUYI-
HO# METUILIMHCKOM TOKYMEHTALIMU TIepe] HaJaJIoM Kax-
JIOr0 o4yepeaHoro uukia tepanuu. Tsekects HA oueHu-
Basu ¢ romoiisio kpurepueB NCI-CTCAE (Bepcus 4.0)
[10]. Omenky oTBeTa Ha TepallMio B 00beMe OOIIeTo
aHajM3a KpoBU, (DU3UKAIBHOTO, PEHTTEHOBCKOTO U VJIb-
TPa3BYKOBOTO MCCIIEIOBAHUS 30H MCXOTHOTO IOpaxe-
HUS TUMGPaTAYECKUX Y3JIOB, OIIpenesIcHHue pa3MepoB
IeYCHH U CeJIe3eHKHY IIPOBOAMIN Yepe3 1 Mec mocie 3a-
BeplieHus nocienHero uukia BR. boabHbIM, goCcTUT-
UM 00BEKTUBHOTO OTBETa, TPEOOBAIOCH ITOATBEPIUTD
ero yepes 2 mec. MccienoBanne KOCTHOTO MO3Ta IIpoO-
BOIMJIOCH B MOMEHT OKOHYATEIbHOI'O ITOATBEPKICHUS
oTBeTa 00bHBIM C Tipeanonaraemoii I1P. UccnegoBanue
MUHUMAaJIbHON pe3uayanbHoil 6oyne3nu (MPB) nmanm-
eHTaM ¢ noarBepxaeHHo# I1P nmpoBoauioch ¢ momo-
IIBIO IPOTOYHOM IIUTOMIYOPUMETPHH TI0 TIepudepude-
CKOW KPOBH.

CraTHuCTUUYECKYI0 00pabOTKY pe3yIbTaTOB UCCIeI0Ba~
HUSI OCYIIECTBIISUIN C UCIIOJIb30BaHMEM KOMITBIOTEPHOI
nporpammbl SPSS 20.0. IToxa3ateny BEKMBAEMOCTHU pac-
cuuThiBaiu no Merony Kammana—Maiiepa [11]. AHa-
JIN3UPOBAJINCh BpEeMEHHBIC IapaMeTphl BCeX OOJIbHBIX,
BKJIIOUCHHBIX B MCCJICIOBAHNE, a ITO TOYKOI1 OTCYeTa 0~
HUMaJId HadaJio ucciemyemoil teparmuu. [Ipu pacdere
BBII mon coObITHEM ITOHMMAJINA PELIUANB/TIPOTPECCUPO-
BaHWE WJIX CMEPTh BCIACACTBUE 0001 mpuanHel, OB —
TOJIBKO CMEPTh 00JibHOTO. [ToTepsSIHHBIMU U3-1101, HA0JII0-
IeHUs] CUMUTAJINCh MAIMEHTBHI, II0 KOTOPBIM HE OBLIO
cBeneHuUi Ooee 12 Mec. 3HAYMMOCTD Pa3IMINI MEXIY
KPUBBIMU BBDKMBAEMOCTU OIPEAEIISUINA C IOMOILBIO TECTa
log-rank [12]. 3HaYMMOCTb Pa3IUIMi MEXIY IpyNnIiaMu
1O YaCTOTE JOCTIKCHMS OTBETA BHIIIOJTHEHA C TIOMOIIIBIO
tecta y*. OTHOcutenbHbIN puck (hazard ratio, HR) u ero
95 % noBepUTENbHBI MHTEPBAJ PACCUMTAHBI C TIOMO-
IIBI0 METOJA MYJIbTUBAPDUAHTHOU JIOTUCTUYECKOU pe-
rpeccun. Pazmmuusi cauTany CTaTUCTAYECKU 3HAYNMBIMU
nipu p <0,05.

Pesynbmamsl uccnefoBanus

Huuyuaavnote xapaxmepucmuxu 6046HbIX

B iepuon ¢ 01.2012 mo 04.2013 neyeHue mo rmporpam-
Me BR 6bu10 mHUIIMMPOBaHO 43 MMareHTaM (My>KIMHBI —
28, XXeHIITMHBI — 15) B OMHOM U3 4 MyHULIMITIAJBHBIX YI-
pexxaeHuii T. MockBhl (remaTtonorndeckuii neHTp I'Kb
um. C.I1. BorkuHa, ropoackue monukianHuku Ne 11, 68
1 201). MenuaHa Bo3pacTa Ha MOMEHT HadaJia UCCIIeTyeMOit
Tepanuu coctaBmia 63,5 roma, pasopoc ot 43 no 81 roxa.
Jlemorpaduyeckue ¥ KITIMHUYECKHUE XapaKTePUCTUKU O0Ib-
HBIX IIpeACTaBIeHbI B TA0I. 1.

Tabmma 1. Huuyuanshoie 6uosoeuveckue u KAuHu4eckKue XapaKmepu-
cmuku 6oavHolx X1

ITaumentsr (n = 43)

ITapameTpsl
Ac. %

Bospacr, Jer

MenuaHa (pa3dpoc) 63,5 (43-81)

>65 18 41,8
Texymmii craryc XJLJT

peuunuBupyoumii (R) 21 48,8

penMauBUpylonivii/pedpakrepHbiii (R/R) 22 51,2
Kimnnyeckas craaus no Binet

B 25 58,1

C 18 41,9

JlauTebHOCTD NpeamecTByomero anamue3a XJIJI, roast
MenuaHa (pazopoc) 5,1 (1,1-12,3)
KosmyecTBo JTMHMIA NpeAIIECTBYIONIEN TEpANHI

MenuaHa (pa3opoc) 2 (1-6)

>3 14 32,6
B-cumntombl

eCTh 12 27,9
Cnienomeranus

eCTh 26 60,5
“Bulky disease” > 10 cm

€CcThb 5 11,6

T'emoro0uH, r/x
121 (61—159)
16,3

MeauaHa (pa3opoc)
<100 7
Jleiikomutsl, x 10°/a

MeauaHa (pazopoc) 16,8 (1,2—98,2)

> 50,0 10 23,3
JIumdouutsl, %
MeauaHa (pazopoc) 75 (12—94)

Tpomoonutsl, x 10°/a

MeaunaHa (pazopoc) 135 (11-480)

<100,0 15 34,9
CD38*, % (n=11)

>30 8 72,7
Xpomocomubie adeppamuu (FISH, n = 12)

del (11q) 4 33,3

del (13q) 6 50,0

del (17p) 2 16,7
Myranuonnsiii ctaryc IGVH (n = 6)

HEMYTHPOBAHHBIA 4 66,7
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MenuaHa KOJIMYECTBA LMKJIOB IIPEIIIEeCTBYIOILIEI Te-
panuu coctaBuia 2 (pazopoc — 1—6), B ToM uucie 3 u 60-
nee nuHuii — 14 (32,6 %) nauuenros. B 32 (74,4 %) ciy-
yasix XOTs Obl B OOHOM JIMHUU MPOBOAMIIACH Tepamus
(dynapaburom, B 28 (65,1 %) — puTyKCUMabOM B KOM-
OMHALIMK C Pa3IMYHBIMU cxeMaMu xumuoTepanun (XT)
uB 16 (37,2 %) — puTyKCMMaObOM B Ka4eCTBE IO DKM -
BatolLeii Tepanuu. JIBanuars onuH (48,8 %) malueHT ObLT
C PELIMINBOM, YYBCTBUTEILHBIM K Tepanuu, 14 (32,6 %) —
IPOIrPeCcCUpPOBal HEITOCPEACTBEHHO Ha MOC/ISIHEN JIu-
Huu Tepanuu U 8 (18,6 %) — peLlMIMBUPOBAJIU B Ipeaeiax
6 Mec rocie OKOHYaHus JiedeHus1. PedpakrepHbIMu K ¢ity-
napabuny 6buta 16 (50,0 %) 13 32 u K puTyKCuMady —
16 (57,1 %) u3 28 manmeHTOB (TAbI. 2).

MonekyJsipHble UCCIeI0BaHMSI ObLIM BBIIIOJIHEHBI
y 12 6onbpHBIX. HebmaronpusTHEIE XpOMOCOMHBIE abep-
palyy BbISIBJIEHbI Y TIOJIOBUHBI ITALIMEHTOB, KOTOPHIM ObI-
110 BeinonHeHo FISH-uccnenosanue: B 4 (33,3 %) u3 12
ciyyaeB Obl1a ooHapyxeHa del(11q) u B 2 (16,7 %) —
del(17p).

Apgexmusrnocmv mepanuu

Tepanuio ¢ nmomouiplo KomOorHau BR nonyunnu
36 (83,7 %) mauuenTos, 7 (16,3 %) — MoHOTepaIuio OeH-
namyctuHoM. Jlo3a mpemnapara 70 Mr/m?> B KOMOMHALIUK
BR npumensiiace y 19 (52,8 %) nauuenros, 90 Mr/m? —
y 17 (47,2 %). MeanaHa KoJIM4ecTBa IPOBEACHHBIX 1M~
KJIOB Tepaliuy cocTaBujia 5, pa3opoc — oT 2 go 7. OtBeT
Ha Teparnuio B cootBeTcTBUU ¢ Kputepusimu NCI-WG (1996)
orieHeH y 40 (93,0 %) 6onpHBIX (puC. 2).

¥ 22 (55,0 %) u3 40 maliMeHTOB ITOJIyYeH OTBET Ha Te-
paruio, B ToM urciie ITP 6bu1a sokymenTpoBasa 'y 5 (12,5 %)
u YP wim 4P — y 17 (42,5 %). MPb-HeratuBHoii I1P
npoctur 1 (20,0 %) u3 5 nauuenros ¢ I1P. Ing 11 (27,5 %)
00JIbHBIX B KAU€CTBE HAMIYYIIEro OTBETa KOHCTATUPOBA-
Ha b Cb, 7 (17,5 %) nporpeccupoBaid HEIOCPEACT-
BeHHO Ha Tepanuu. OTBeT Ha TeKylIyio salvage-Tepanuio
OYEBMIHBIM 00pA30M YCTYIIAI HAUIY4YLlIEMy OTBETY, ITOJTY-
YeHHOMY Ha npeiecTByromux unausx: [TP — 11 (25,6 %)
ciydaes u3 43; YP/u4P — 16 (37,2 %); Cb — 9 (20,9 %)
ullb —7 (16,3 %).

Tadmuna 2. [Ipedwecmsyroujas mepanus XJLI

Pedpakrephbie
K JAaHHOMY BUJLY Tepanuu
IIpemmectByomas Tepanusi ~ IlannenTs NALNHEHTHI

Abc. %
®nynapabuH-copepxalye 0 16 50,0
unkiel XT
Putykcrumab-ocHOBaHHas 28 16 57.1
UMMYHOX T
MoHoTepanus
PUTYKCUMAOOM (TIOIIePKI- 16 10 62,5
Balollee JIeYeHUe)
JlokanbHas yueBasi Tepanus 1 1 100,0

55,0%
50
——
40
30
L
3
& 20
@
o
10
0 —
P YpP/n4ypP b Mnb
% 12,5 42,5 27,5 17,5

Puc. 2. Omeem na mepanuro

I1pu meauaHe HaOMIOOEHUS 32 BBKMBIIMMU TTallEH-
tamu 23,5 mec 2-nerusss BBIT cocraBuna 47,2 + 8,5 %
(menunana — 18,5 mec) (puc. 3) u OB — 66,9 + 7,9 % (me-
IraHa He JocTurHyTa) (puc. 4). IToTepstHb! It HAOIOIE -
Hus 3 (7,0 %) nauyeHra.

Anaaus nexceaamenvoix a6aenuil,

CGA3AHHBLX ¢ mepanuel

Anamu3 HA npencrasnen B Ta6n. 3. CaMbIM 4aCTBIM
H, nokymMeHTUpOBaHHBIM B HallleM MCCAEA0BAaHUU, ObI-
J1a TeMaTOJIOTMYeCKas TOKCUYHOCTb, T€ VJIU MHBIE TIPOSIB-
JIEHUSI KOTOpOil uMeu Mecto y 28 (65,1 %) nmauueHToB.
KimHnyecky 3HaYMMas reMaToJI0TMIeCcKast TOKCUYHOCTD
nmesa Mecto B 15 (34,9 %) ciaydasix, BKIo4ast HEiTpoIe-
nmo y 7 (16,3 %), anemuro y 3 (7,0 %) v TpOMOOLIMTOIIEHHIO
y 5 (11,6 %) GosbHbIX. TsKenble MHGEKIMOHHBIE OCIOX-
nenus [11-1V crenenu umenu mecto y 5 (11,6 %) mamm-
eHToB. TomHoTa 1 pBoTa ObUIM B npenenax I—II crenenu
B 10 (23,2 %) cnydasx. Hu ogHoro citydast cMepTH 60J1b-
HBIX, CBSI3aHHOTO C IIPOBOIUMEBIM JIEYEHUEM, HE OBLIO.

Anaauz npoenocmuyeckux gpaxmopoe

AHanu3 NpeIuKTOPHOro 3HAYEHUSI OTASIbHBIX OMO-
JIOTUYECKUX U KIMHUYECKMX I0Ka3aTesieil IpeacTaBieH
B TaOJ1. 4. BeposITHOCTD TOCTVKEHNST OOBEKTUBHOTO OTBE-
Ta Ha Tepaluio ObLIa HMXE Y MallMeHTOB ¢ pedpakrep-
HbeiM XJIJI, yeM mpu peuuauBe, YyBCTBUTEIBHOM K I10-
cnenHelt muHuu Tepanuu (40,9 % npotus 72,2 %, p = 0,048;
HR 0,27 (0,07—1,01), p = 0,052), u B cay4ae TsLKeIOi
MpeIe4eHHOCTH, B Buae 3 u 6osee tnnuii (41,2 % npotus
60,7 %, p = 0,058; HR 0,46 (0,12—1,83), p = 0,016).
He Bausiin Ha BEepOSITHOCTD JOCTMKEHUSI OTBETA BO3PACT,
10J1, KJIMHUYECKasl CTaausl, HaIMYue OITyXOJIEBBIX Macc
oonee 10 cM, xapakTep TIpeAIISCTBYIONIEH Tepaluy 1 103a
6engamyctrHa B nukiaax BR (70 Mr/m? mpotus 90 Mr/m?).
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Puc. 3. BBII nayuenmos ¢ peyudusupyiouwum u/uiu pedhpaxmeproim XJ1J1
Ha npomokone B/BR: 2-nemusisi BEII — 46,6 + 8,2 % (n = 43, cobvimuii —
20, nomepsinor — 4), meduana BBIT — 18,5 mec
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Puc. 4. OB nayuenmos c peyudusupyrowum u/uiu pegppaxmepnsim X1
na npomokone B/BR: 2-nemuss OB — 65,1 = 7,9 % (n = 43, ymepau — 13,
nomepsinol — 4), meduana OB ne docmuenyma

Heneuus 17p ctaTUCTAYECKM He yXydllaaa MPOrHo3, HO
13 2 IAIIMEeHTOB, Y KOTOPHIX OHA ObLIa OOHApYy:KeHA, OMUH
JIOCTUT JIMIIb CTA0MIN3AlINK, a 2-11 yMep OT IIPOrpecCupo-
BaHus. JlocToBepHO yMeHbIIanu 2-jeTHiolo OB mpeme-
YEHHOCTD OT 3 1 6ojee nuuwuii (37,5 = 16,1 % nporus 74,7
+ 8,3 %; p=0,016), Hanuuue “bulky disease” Gonee 10cMm
(0,0 % nipotuB 75,4 + 7,5 %; p < 0,001) u npuMeHeHUe pU-
TyKCcHMaba B KOMOMHALIMY C XMMUOIIperapaTaMu B Ipe/-
IIECTBYIOIINX JIMHUSIX IT0 CPABHEHUIO C «HAMBHBIMM» CIIy-
yagmiu (44,1 = 10,5 % mipotus 92,9 = 6,9 %; p = 0,009).

Ta6mana 3. HA, accouyuupyemvie c mepanuet

Bce crenenn III-IV crenenn

ToxkcnyHOCTH
aoc. % adc. %
Temaronornuyeckast TOKCUMYHOCTh 28 65,1 15 34,9
* IEMKOTIEHUST 10 23,2 5 11,6
* HEUTPOIIEHUS 10 23,2 7 16,3
* TPOMOOLIUTOTIEHUS 13 30,2 5 11,6
* aHEMUST 7 16,3 3 7,0
Hnbekimun 13 30,2 5 11,6
Temonus 7 16,3 0 0,0
AJlIepTUYeCcKHe peaKiinm 5 11,6 2 4,7
TouHoTa, pBoTa 10 23,2 0 0,0
JIpyrasi HereMaToJIoruyecKast 1 25.6 2 47

TOKCHUYHOCTb

06cyKAeHUe NONYYEHHbIX pe3ynbimamos

JleyeHne peMaMBUPYIOLIETO W/WIN pepaKTEPHOTO
XJIJI mo-npexxHemy IIpeacTaBisieT CyLeCTBEeHHbIE TPY/I-
HOCTH, a €10 3((PEKTUBHOCTD YCTYIIAET TAKOBOIA JIJIST TTIEPBUY-
HbIX 00JIbHBIX [13]. KoMOMHaLus 6eHgaMycTHHA ¢ Tepa-
reBTrdecKrMK aHTH-CID20 MOHOKITOHATEHBIMU aHTUTEIAMU
MPECTaBISIET HECOMHEHHBIN MPaKTUYeCKUi nHTEpec. Mex-
Iy TeM JTaHHBIE TI0 IIPMMEHEHUIO e¢ TIPH PELIMIUBUPYIOIIEM
u peppaxkrepHoM XJIJI mosrydeHbl Ha OrpaHUYEHHBIX KO-
roprax OOJBHBIX U TEOPETUUSCKU BOCIIPOM3BOIMMOCTH
PE3YJIBTATOB MOXET OTJIMYATHCS B PA3HBIX TTOITYJISIIASX.

B Hanbonee paHHee ucciaenoBaHUe ObLI BKIIOUEH
21 mauyeHT ¢ pedpakTepHBIM K cTaHmapTHOM Teparmu XJLJ1.
bennamyctrH Ha3zHavaics B no3e 100 mr/m? B 1-11 1 2-ii iU
Kaxnele 28 nHeil. B 1ienom, oTBET Ha Teparuio ObLT JOKY-
MeHTHpoBaH y 14 (67 %) nmauuenTtoB, Bkitodas I1P B 6
(29 %) cnyuasix [14]. B cpaBHUTETEHOE paHIOMU3UPOBAH-
HOe McclieloBaHue OeHIaMyCcTUHA TPOTUB (rymapaduHa
66110 BKITIoYeHO 89 mamuenToB ¢ peunauBamu XJ1J1. Co-
POK IIECTh IAIIMEHTOB IMOJYIMIN OCHIAMYCTUH B J03€
100 mr/m? B 1-ii 1 2-11 nHM Kaxnble 28 nHeii, a 43 — day-
JapabuH B go3e 25Mr/m? B 1—5-i1 IHU Kaxble 28 qHEN.
Tepanuio maHupoBaiu B 00beMe 8 IMKIIOB Tepanuu. O0-
Iasi 9acTOTa BCEX OTBETOB ObLIa CYIIECTBEHHO JIyYIIle
B rpymine 6enmamyctuHa (78 % npotus 65 %), Kak U Be-
posTHOCTb poctikenus I1P (29 % npotus 10 %). Jocto-
BepHOIo npenmyliecTsa B otHomeHun OB He ObLTO, TTO-
CKOJIBKY IIPH IIPOTPECCUPOBAHNI OOJIGHBIM Cpa3y HAYMHAIN
JleueHue 1o Apyrum cxemam. MccienoBanue npecienona-
JIO 1IeJTb IIPOAEMOHCTPHUPOBATH IIPEUMYIIIECTBO B KAUECTBE
orBeta [15].

B onnorpynmnosoe ucciaenosane GCLLG, omy6im-
koBaHHoe K. Fischer et al., Bonuin 78 nmalmeHTOB, BKITIO-
yast 22 (28 %) GOJIbHBIX C U3BECTHOM pepaKIePHOCTHIO
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Ta6muna 4. ”pOZHOCmM"té‘CIC(Zﬂ 3HAMUMOCMb OMOENbHbIX OUOA0UMECKUX U KAUHUYeCKUX noKa3amenell

Bce orBetni (ITP + YP + HYP) 2-netnsisi OB
ITapameTpsi n
% P! HR (95 % AN) P Ymepiau B £ cr. o P

Bo3pacr, ser

<65 25 56,5 9 57,2+ 10,9

>65 18 52,9 0,538 0,86 (0,25—3,05) 0,808 4 75,5 £ 10,7 0,408
Craryc XJLIJI

R 21 72,2 4 79,3£9,2

R/R 22 40,9 0,048 0,27 (0,07—1,01) 0,052 9 50,8 £ 11,8 0,084
Craausa no Binet

B 25 65,2 7 68,3+£9,9

C 18 41,2 0,117 0,37 (0,10—1,36) 0,096 6 60,2 £ 12,9 0,604
KosnmyecTBo TMHMI NpeAmIecTBYIONIENH Tepanun

1-2 29 60,7 7 74,7 £8,3

>3 14 41,7 0,058 0,46 (0,12—1,83) 0,016 6 37,5+ 16,1 0,016
“Bulky disease” > 10 cm

HeT 38 55,6 8 75,4+7,6

na 5 50,0 0,617 0,80 (0,10—6,23) 0,832 5 0,0 + 0,0 <0,001
Jlo3a GengamycTuna B iukiaax BR, mr/m?

70 19 61,1 7 58,7 £ 12,1

90 17 56,2 0,524 0,82 (0,21-3,22) 0,655 4 74,5 £ 11,0 0,535
B nporuB BR

B 7 33,6 2 60,0 £ 21,9

BR 36 58,8 0,238 2,86 (0,46—17,81) 0,261 11 66,6 £ 8,4 0,657

®@ynapadun B npeIIeCTBYIOMUX JUHAAX TePANHU
HET 10 55,6
na 33 54,8 0,636 0,97 (0,22—4,32)

PutykcumMa6 B KOMOMHAIIMM C XHMHONPENAapaTaMH B NPeIIECTBYIOLIEH Tepanuu

HET 15 64,3

na 28 50,0 0,298 0,56 (0,15-2,11)
IToanepkuBaomas Tepanus pATYKCUMA0OOM B NPeIIECTBYIONIMX JHHUAX

HET 26 50,0

a 17 62,5 0,326 1,67 (0,46—6,06)

1 88,9 + 10,5

0,591 12 57,2494 0,230
1 92,9 + 6,9

0,389 13 44,1 £ 10,5 0,009
9 63,3£9,8

0,438 4 68,4 + 13,1 0,572

ITlpumenanue. P' paccuumaro ¢ nomouypro mecma xu-xeadpam; HR (95 % H) — hazard ratio (95 % doeepumensHoiii unmepean) — paccuuma ¢ no-
MOUBIO MEMOOa MYyAbMUBAPUAHMHOLL n02ucmuyeckoil peepeccuu; P? paccuumano dns HR; B + cm. ow. — evicusaemocmes, paccuumanuas ¢ nOMousbro
memoda Kannana—Maiiepa, = cmandapmuasn owubka; P’ noayueno 6 log-rank mecme; R — peuudusupyrowuii; R/R — peyudusupyrowuii/pechpakmep-

Howil XJUI.

K (uynapabuny. Bce manueHTbl HOAYYWIM JIEYSHUE 110
cxeMe BR: 6engamyctun 70 Mr/m? B 1HU 1 11 2 ¥ pUTYKCH-
Mab 375 mr/m? B nenb 0 nukia 1 1 500 Mr/m? B rocieayio-
mre HUKIbl 2—6. Teparuio MOBTOPSIIN KaxKable 28 qHEi,
IJIAHKPOBAJIOCh 6 LKKJI0B. OOIIas YacTOTa BCEX OTBETOB

npocturia 59 %, IIP — 9 %. Ilpu MeauaHe HaGIIOACHMS
24,0 mec meauana BBIT cocraBuna 14,7 Mec, a MennaHa
OB — 33,9 mec. Yxymuraau porHo3 B JTaHHOM HMCCJIEIO0-
BaHuu del(17p) u oTCyTCTBUE MyTalllii B reHaX Bapruadeib-
HOT'O PETMOHA TSDKEJION LIeIm UMMYHOTI00yInHOB (IGVH).

1°2015 I



22

FEMOBJIACTO3bl: AUATHOCTUKA, NEYEHUE, CONMPOBOAUTE/IbHASA TEPANUS

1°2015 I

Haubonee yacTbIMU NpPOSIBICHUSIMU TOKCUYHOCTU [11—
IV crenenu 6putn nabexkimu (12,8 %), neiirponenus (23,1 %),
anemust (16,6 %) u TpomooLTonieHus (28,2 % naieHToB) [8)].

[IpencrapreHHOE HAMU MCCJIEIOBaHUE, IO CYTH, SIB-
JISIETCSI TIOBTOPEHMEM MOCeAHe PUBEAeHHON pabOoThI,
BBITIOJITHEHHOM Ha COOCTBEHHOI KOropre 13 43 nmalieHTOB.
TepaneBTMYECKUM OTIMYMEM IIOCIYXUJIO YBEIWYCHUE
CyMMapHbIX 103 OeHaaMycTiHa ¢ 70 Mr/M? Ha 1 BBeleHMe
1o 90 Mr/m? mjst yactu Hambosiee COXpaHHBIX OOJIBHBIX.
OO0111as yacToTa BCceX OTBETOB B Halllell paboTe cocTaBMIa
55,0 %, a I1P mocturnu 12,5 % nauuentos. [1pu cxonHoi
c uccinenopanueM GCLLG mennaHe HaOMOIeHNS 32 BbI-
XKUBIIUMU nauueHTamu 23,5 mec menmana BBII obuta
roJiydeHa B OJM3Koit Touke — 18,5 Mmec, a menuana OB
¢dopManbHO enle He OblTa foctTurHyra. Kpome toro, 06-
palaeT Ha ce0s BHUMaHHE MEHBIIAs YacTOTa TeMaToJI0-
ruueckoit TokcuuHocTtu 111—-1V crenenu B Haleit pabote
(uevitponienus — 16,3 %, anemus — 7,0 %, TpOMOGOLIUTO-
neuust — 11,6 %), 4TO IpU CXOOHOI YAaCTOTE TSKEJIbIX
MHGbEKIMOHHBIX OcIoXHeHM (11,6 % nalueHTOB) MOXET
YKa3bIBaTh JIMIIIb Ha OTPAHNYEHHOCTh MOHUTOPHHTA B YCJIO-
BUSIX HEKOHTPOJIMPYEMOTO McciaenoBanus. B curyamum,
KOTJa YacTOTa BBITTOJTHEHUS TECTOB KPOBU CTPOTO HE pe-
[JIAMEHTUPYETCS, TPAH3UTOPHBIC U3MEHEHMS MOTYT OBITH
He 3aMEUYeHBI. YMEHBIIIAIN BEPOSITHOCTh OTBETA Ha Tepa-
nuto BR 3HaunTenbHas npenyiedeHHOCTD B BUIe 3 1 Oosee
nuHui tepamuu (p = 0,016) u pedpakTepHOCTD K ITOCIE -
Helt imHuM Teparmu (p = 0,048).

OrpaHnyeHHas TPOAOJIKUTEILHOCTh OTBETa (Meaura-
Ha BBDKMBAEMOCTH, CBOOOIHOM OT ITPOTPECCUPOBAHUS, —
14,7—18,5 Mec) Ha COBpeMeHHbIX cxeMax salvage-Tepanuu
IUKTYET TMOUCK ONTUMAJIbHOW MOAIEPXKUBAIOIIECHA Tepa-
miu. B psme uccienoBaHuii MOKa3aHO, YTO ITOCIEIOBA-
TeJIbHOE NcTob3oBanue 1pu XJ1JI KoHcomumanum u/uimm
MMOAIeP>KMBAIOIIEH Tepaluy yIydlllaeT KadeCTBO OTBETA,

IOJIy4aeMOro ¢ IOMOoIlbio uHAykuuu [16, 17]. Iooxep-
XuBalomas Tepanus 3¢ GeKTUBHA I JIeUeHUST IMalueH-
TOB C PSIIOM BapMaHTOB MHIOJICHTHBIX HEXOMKKUHCKUX
ymuMdboM n Ph-HeraTMBHBIM OCTPBHIM JIMM(OOJIACTHBIM
Jeiiko3oM. B otHomenuu XJ1JI oHa siBJsieTCsl HOBOM KOH-
unenuneii. OCHOBBIBAsSCh Ha OTPAHUYCHHOM KOJIUYECTBE
JMOCTYITHBIX TaHHBIX MOXHO MPEAIIOJOXHUTb, YTO TOMI-
Jep>KUBAIOIIAST Teparusi MOXET YIyYIIUTh Ka9eCTBO pe-
muccuu u npojionrupoBath BBII [17]. Knaccuueckas XT
OOBIYHO HE pacCMaTPUBACTCS IS ITOMICPXKUBAIOIIETO
JICYEHMSI, TaK KaK € TOKCUYHOCTh IPEIITCTBYET JOJITO-
CPOYHOMY IIpUMeHEeHHI0. Mcmonb3oBaHne 3aHMKEHHBIX
JI03 XUMHUOIIPEIIapaTOB MOXET CTUMY/IMPOBATh BOSHUKHO-
BEHME PEe3UCTEHTHBIX KJIOHOB [18]. Haunyuiue pe3ynb-
TaTbl OBUIM ITOJYYECHBI JJISI MOHOKJIOHAJBHBIX aHTUTE]
(anemTy3ymaba M pUTyKCMMaba), OTHAKO Ype3MepHas
TOKCUIHOCTD AJIEMTy3yMa0a IPEeTsITCTBYET €T0 IIMPOKOMY
ncnonb3oBaHuo [19]. Ilo maHHBIM HAIIErO MCCIeIoBa-
HUS, TTOAISPXKUBAOIIAS TepaIlisl PUTYKCMMaOoM Ha3Ha-
yajach B paMKax pYTMHHOM MPaKTUKU YaCTH MAllMEHTOB
(37,2 %), HO oueHUTb 3(PGHEKT OT ee MPUMEHEHMUS He
MIPEACTABIISIETCS BO3MOXHBIM. MMyHOMOIY T PYIOIIMIA
areHT JICHAJIMIOMUI TECTUPYETCS B KAU€CTBE BO3MOXKHOM
onuuu Ijis noaaepxuBatomero jgedeHus: XJIJI, ogHako
OKOHYaTeJIbHbIE pe3yIbTaThl OKa He JOCTYITHHI [20].

Taxum obpa3om, komouHauus BR aBnsgercs apdex-
TUBHOH TEXHOJIOTUEH JICYEHNS PELIMIVBUPYIOIIETO U pe-
dpakrepHoro XJIJI. Yactora orBera, rmokazarenu BBIT
n OB, a Takxe nmpoduis HA cooTBeTCTBYIOT JaHHBIM
nutepatypsl. [1o pesyabraTam npeacTaBieHHON pabOThI
HaMM WHUIIMMPOBAHO CJIEIyIOIIee MPOCIICKTUBHOE MC-
cJIeOBaHUe, IIPECIeAYIONIee LIEIbI0 IIOUCK PeXXMa IO/~
IepXKUBAIOIIEH Tepalmuy IS ITallMeHTOB, JOCTUTIINX
00BEKTUBHOTO OTBETa MOCJIE MHIYKIIMOHHOTO JICUCHUS
no nporpamme BR.
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B cmamve npedcmasnena oyenka sgppexmusrnocmu aeuenuss 60AbHbIX XpoHuueckum aumeponeiixosom (XJ1J1) é 3asucumocmu om euda xumuo-
mepanuu (XT) u ucxodnoeo cocmosanus nouek. Boiseaena gvicokas sgghekmusrHocms npumenerus gayoapabuncodepicaujux cxem XT 6 ae-
ueHuu 6oavubix X no cpasuenuro co cxemamu XT, ne codepaucawumu gpayoapadun. Ilpu aewenuu gnydapabuncodepicawumu Kypcamu
XT umenace meHOeHYUs K CHUICEHUIO OMBEMa Ha NPOB0OUMOe eHeHue Yy NAUUeHmMOo8 ¢ UCXOOHOU noueuroli Hedocmamournocmuio. Ilpu ae-
YeHuU 6e3 UCnoNb308anus aydapabuna omeem Ha nPosoouMoe AeueHue Obli CMAMUCMUMECKU 3HAYUMO HUMNCe Y NAUUEHMO08 ¢ UCXOOHOU

noYeuHoll HedoCMamo4HOCMbIO.
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Initial renal function and type of chemotherapy:
impact on treatment efficacy in patients with chronic lymphocytic leukemia

A.K. Nikitina, N.O. Saraeva
Irkutsk State Medical University; 1 Krasnogo Vosstaniya St., Irkutsk, 664003, Russia

The paper presents an assessment of treatment efficacy in chronic lymphocytic leukemia CLL patients according to chemotherapy type and
initial renal function. The high efficacy of chemotherapy with fludarabine in CLL patients with or without renal failure at diagnosis was re-
vealed. However, regardless of chemotherapy type initial treatment response was worse in patients with renal failure.

Key words: renal failure, chronic lymphocytic leukemia, chemotherapy, fludarabine

Bsepnexue

XpoHnaeckuii mumoneiikos (XJIJT) — cambril 9acThIit
BUI JICMIKO30B U SIBJIIETCS HAaOoJIee pacipoCTpaHEHHBIM
BUAOM B cTpaHax EBporisl 1 CeBepHOIT AMEpUKH, B KOTO-
pbIX Ha ero momio npuxogutcs 30 % Bcex neitko3os [1].
OOBEKTUBHBIX CTATUCTUICCKUX JaHHBIX O 4acTOTe 3a00-
neBaemoctu XJIJI B Poccniickoit Denepariv maso. ITo naH-
HeiM E.A. HuxutuHa [2], B Poccum exXeromHo BbISIBIISIETCS
4,5 teIc. BHOBB 3a00JeBmmx XJIJI. CpemHuii Bo3pacT 60J1b-
mrHceTBa manyeHToB ¢ XJIJI cocrabiseT 65—69 et [3].

Jleuenue 6onbHbIX XJ1JI B HacTosiliee BpeMs1 HaIlIpaB-
JIEHO Ha JOCTUXEHUE MOJTHOM CTOMKOW PEMUCCUU Y TIa-
LIMEHTOB MoJjIoxe 60 JieT 1100 Ha IoIydyeHre YaCTUIHOM!
pemuccun y 6oibHBIX crapiie 60 et [4]. OgHuM u3 Bemy-
IIMX TTperapaTtoB B iedyeHnu XJ1JI asnsercs paynapabuH —
MOIIHOE IIPOTHUBOOITYXO0JIEBOE CPEICTBO C IIOTCHLIMAIBHO
3HAYUMBIMUA TOKCHYECKMMHU ITOOOYHBIMU 3DheKTamMu
(MHbEeKIMN, MUEJIOTOKCUIHOCTD) [5]. DTO OBLI ITepBHIi
Ipenapar, KOTOPbIi ITO3BOJIMI IOJTyYaTh IOJIHBIC KIIMHK-
yeckue pemuccud rpu XJIJ [6]. it coMmaTU4ecKu OTsro-
IICHHBIX ITALIMEHTOB TeParysi XJI0paMOYIIVIOM ITO-TIPEsKHEMY
ocTaeTcsl craHaapToM jedyeHus [7]. Hanuuue conyTcTBy-

IOIIIeil TAaTOJIOTUN M PE3MCTEHTHOCTU K XJIOPaMOYITUITY
y OOJIBHBIX MOXWJIOTO BO3pacTa OIIPaBIBIBACT IIPUME-
HEHHE MT030peIylMpPOBaHHBIX PEXXUMOB (paymapadbuHa
(bymapabuH, mukiaodocdaH, puTyKcumab ¢ acKagaumeit
nmo3bl, FCR-Lite) [8]. KombuHartms dymapadmHa ¢ IIKII0-
dochanom (FC) mo3pojsger moiryyats pemuccuu y 80—
90 % panee Je4eHHbIX nanueHToB ¢ XJIJI u 'y 90—-95 %
paHee HeJIeYeHHBIX IaleHToB MoJtoxe 60 jet [6]. Diy-
nIapabUHCoAepKaIIe cXeMbl JiedeHUsT 3(P(EKTUBHBI U Y T1a-
LIMEHTOB OoJiee cTapuieil Bo3pacTHOM rpynnsl. [Ipu uc-
noyib3oBaHuu pexxrma FCR-Lite moxHbBIN OTBET IOJTyYeH
y 77 % nauueHToB cTapiie 60 JeT, YaCTUYHbIM OTBET —
y 23 % [9]. CpaBHUTeNbHBIA aHAIU3 3(G(MEKTUBHOCTH
JICYSHUSI TTALIMEHTOB, ITOJTYJYaBIINX TEPATUIO PUTYKCHMA-
6oMm B couetanuu ¢ xtopamOymioM (RChl) (1-s1 rpymma)
W XJTOpaMOYIIJIOM B MOHOPEXMMeE (2-51 TPYIIIIA), IToKa3al,
4TO OOIIMI OTBET Yy OOJBbHBIX 1-ii I'PYIIIbl — PEXUM
RChl — 6511 BbIlIe, YeM Y OOJBHBIX 2-i1 TPYITITLI HA MOHO-
Tepanuu xaopamOoyuioM (80 % u 60 % coOTBETCTBEHHO)
[10].

Ha ceromnsiHuii 1eHb B ICYCHUN MOJIOIBIX OOJIBHBIX
XJIJI mucrionp3yoTcss KOMOMHUpPOBaHHBIE (JygapaduH-
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comepKalye cxeMbl JiedeHuss. OTCYyTCTBYIOT JIUTEpaTyp-
HBIE JAaHHBIE O TOM, YTO KOMOMHHMpPOBAHHAS Tepamus
¢ OEHIAMYCTUHOM IPEeBOCXOAUT KOMOMHUPOBAHHbIE pe-
KHUMBI C UCTIOJIb30BaHUEM (piiygapadbuHa, TO3TOMY Y MO-
JIOOBIX TTAIIMEHTOB IIperapaToM IIepBOrO BEIOOPA SIBIISIET-
ca pexxum FCR [11].

Db GhOEKTUBHOCTD JICUCHUSI OIPEIEsIeTCS] HEe TOJIBKO
BunoM xumuoTtepanuu (XT), HO M COCTOSHNEM BHYTPEH-
Hux opraHoB [12]. TOKCMYHOCTD JIeUeHUsI SIBISIETCS JIMMU-
TUPYIOIIMM (DaKTOPOM, He TIO3BOJISIOIINM JOOMTHCS yCIexa
y TOXUJbIX 00abHBIX XJIJI ¢ HanuyMeM MHOXECTBa CO-
MyTCTBYIOLINX 3a00neBanuii [ 13]. Mcrionb3oBaHye XMMMO-
TepaIreBTUICCKUX IPerapaToB IIPUBOINUT K YBEIUMICHUIO
Harpy3ku Ha OpraHbl J€TOKCMKAlIMU, K KOTOPbIM OTHO-
carcd mouku [14]. I1pu HaTUuuIuy MMoYeyHO HeI0CTaToY -
HocTH y 60bHBIX XJIJI Bo3HMKaeT He0OXOOUMOCTh B pe-
IYKIIUWA 036l XMMHOIIPEapaToB, COKPAIIeHUN KYypPCOB
XT u ynimHeHUY UHTePBaJIOB MeX Iy HUMU [15], uTo Mo-
KeT HeTaTUBHO BIMATH Ha 3((PEKTUBHOCTD JICYCHMSI.

B moctynHoii iMTeparype OTCYyTCTBYIOT pabOThI MO U3-
YUYEHMIO BIIMSTHUSI UCXOAHOM MOYeIHOM (PyHKIIMM Ha 3~
(GeKTUBHOCTD JieueHus 60abHbIX XJLJI.

B cBsI131 ¢ 3THUM 1eJIbI0 HAIIETO HCCJIEI0BAHNS SIBIIOCH
n3ydyeHne 3(pGeKTUBHOCTY JedeHus 60abpHbIX XJIJI B 3a-
BUCUMOCTH OT UCXOTHOM nodyeuyHoi (pyHkunu u suga XT.

Mamepuanbl u Memopbl

Oo6cnemoBano 119 6ompHBIX XJIJI, M3 KOTOPBIX MYXK-
yuH — 83 (69,7 %), xeniuH — 36 (30,3 %). Menuana
BO3pacTa IMalleHTOB B MOMEHT OMAarHOCTUKM 3a00JjieBa-
Hust coctaBmia 64 (40—82) roma. Kypcol XT ¢ Mcnosib3o-
BaHueM QymapabuHa nmoaydanu 52 (43,7 %) nmanuveHTa,
6e3 rcnob3oBanus dyaapabuna — 67 (56,3 %). B 3aBu-
CUMOCTH OT UCXOITHOM ITOYeYHOM (DYyHKIINY OOJTbHBIC OBUTA
pasmeseHsl Ha 2 TPYIIIBL: 1-10 TPYIIITy COCTABIUIN ITALIMEHTHI
0e3 MoYeYHOI HeJOCTaTOYHOCTU CO CKOPOCThIO KIIyOOU-
koBoii pusrparmu (CK®) 6osee 60 mi/MuH — 51 yeltoBek,
2-10 TPYIIITY — MAIIMEHTHI C TOYeYHOM HeAOCTATOTYHOCTHIO
co CK® menee 60 mi1/MuH — 68 yenoBek. OTBET Ha Tepa-
o onpeaensicsa no kpurepussm NCI-WG 1996 r. [16].
Ipyniry oTBeTMBIIMX Ha JeYCHUE COCTABMJIM MALIMEHTHI
C YaCTUYHOM PEMUCCHUEN; TPYIIILY HE OTBETUBILIMX Ha Jie-
YeHHE — MAIIMEHTHI CO CTAOWIM3aINeit M IIPOTPECCUpOBa-
Huem 3a0omeBanusd [17]. CK® paccuutniBanzach no ¢op-
myie MDRD Ha ocHOBaHMM KOHLIEHTpallMM KpeaTUHUHA

CBIBOPOTKM KpoBH [18]. CraTucTniecKuii aHaJIn3 MpoBe-
JIeH ¢ TTOMOIIBIO IIporpaMMsbl Statistica 6.0.

Pe3ynbmambl uccnefoBaus

u ux o6cyxneHue

M3 119 marmuenToB ¢ XJ1IJI oTBeT HAa TPOBOAUMOE JIe-
yeHue Habmonaaca y 61 yeroBeka, OTCYTCTBUE OTBETA —
y 58.

B Ta61. 1 mpeacTaBieHbl JaHHBIE TT0 3(PHEKTUBHOCTH
JiedeHns nareHToB ¢ XJ1JI B 3aBUCHMOCTH OT MCXOIHOTO
COCTOSIHUS TToYeyHo#t dpynkunu u Buga XT. Kak BumHO
u3 Tabm. 1, y mauueHToB 1-i rpyniibl 6e3 mo4eyHoit Helo-
CTaTOYHOCTU B MOMEHT QMArHOCTUKHU 3a00JIeBaHUS TIPU
JleyeHUN (pirymapabrHComepKaIIuMu cxeMaMd X T oTBeT
HaOJII0IaJICs Jallle, YeM Y IAllMEeHTOB 3TOU K& TPYIIIIHI,
IOJIyYaoIuX JeueHue 6e3 diynapabuHa (83,3 % u 61,9 %
COOTBETCTBEHHO), HO pa3INUKe CTAaTUCTUICCKN HE3HAUM -
Mo (p = 0,1). Y maneHTOB 2-1i TPYIIILI C TOYEYHON He-
JTOCTATOYHOCTBIO B MOMEHT JUAarHOCTUKU 3a00JIEBaHUS,
MoJIydarolux JiedeHue (uynapadbuHcoaepxalMy Kypca-
mu XT, oTBeT HabMIOHAJICS CTATUCTAYECKU 3HAYMMO Yallie,
4yeM TIpu JedeHun 6e3 daymapabuna (63,6 % u 19,6 %
cooTBeTcTBeHHO; p = 0,0007).

ITpu cpaBHeHUM 3DHEKTUBHOCTH JICUEHUS MALIMEH-
TOB, MOJIyYalOlIUX OAWHAKOBbIE cxeMbl X1, HO pa3iau-
YaOIIMXCs 10 (QYHKIMOHATBHOMY COCTOSIHHIO TTOYEK Ha
MOMEHT IMarHOCTUKM 3a00JIeBaHNsI, YCTAHOBIICHO, UTO Y T1a-
LIMEHTOB 1-¥i rpymnmbl 6e3 MO4YeYyHO HeJO0CTaTOYHOCTU
B MOMEHT JUAarHOCTUKY 3a00JIeBaHUS IIPU JICUSHUU (DIIy-
JapabUHCOAEPKALLIMMU CXeMaMU OTBeT Haomonaincsa y 83,3 %,
B TPYIIE ITaIlMCHTOB C MOYEYHOM HEIOCTAaTOYHOCTHIO,
IOJIy4YaIoLINX TAKOE XKe JiedyeHue, — y 63,6 %. [Ipu otcyt-
CTBUM ITOYEYHOM HETOCTATOYHOCTH B MOMEHT JUATHOCTH-
KU 3a00JIeBaHUSI OTMEYACTCSI TEHICHIIUS K YBEIUICHHIO
JIOJIM OTBETMBIINX Ha JieueHHe (hrynapabHOM OOJIbHBIX,
IO CPAaBHEHMIO C OOJIbHBIMM, UMEIOIIIMMH NCXOTHYIO IO~
YEYHYI0 HETOCTaTOIHOCTE (p = 0,12).

ITpu neuennm cxemamu X T 0e3 ucrnonb3oBaHus Gy-
JIapabrHa OTBET Ha IIPOBOIMMYIO TEPAIIUIO B TPYIIIIC Ma-
LIMEHTOB 0€3 MOYEeYHON HEeIOCTAaTOYHOCTU HaOaoacs
y 61,9 %, y maliMeHTOB C ITOY€YHOM HEJOCTATOUHOCThIO —
y 19,6 %. Kak BUIHO, I0Js IallUeHTOB 0€3 IMOYeYHOMi
HEIOCTaTOYHOCTH, OTBETUBIIIMX Ha JICUCHNE, ObUIa CTaTH-
CTUYECKH 3HAYMMO BBIIIIE, YeM B TPYIIIIE IALIMEHTOB C 10~
YyeyHOU HemocTaTouyHOCTRIO (p = 0,0015).

Tadomuua 1. Omeem na nposodumoe aeuerue y 6oavHoix XJLI 6 3aucumocmu om ucxo0Ho2o cocmosHus noueuroil ynkyuu u euda XT

1-s rpynna, n = 51 (0e3 nmo4e4yHOi HETOCTATOUHOCTH)

Oreer ¢ daynapaGunom Ge3 urynapaduna
aoc. OTH., % aoc.

Ectp 25 83,3 13 61,9

Her 5 16,7 8 38,1

Bcezo 30 100 21 100

OTH., %

2-s rpynmna, n = 68 (c mo4eyHoi HeIOCTATOYHOCTHIO)

¢ (hrynapabunom 0e3 (hrynapadbuna
aoc. OTH., % aoc. OTH., %
14 63,6 9 19,6
8 36,4 37 80,4
22 100 46 100

1°2015
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B ta61. 2 nmpencrasinena nuHamuka CK® y maieHToB
¢ XJIJI 6e3 moyeyHO HEAOCTATOYHOCTU U C MOYEYHOM
HEIOCTAaTOYHOCTBIO B MOMEHT TMarHOCTUKHU 3a00JIeBaHS
B 3aBMcUMOCTH OT Buaa XT.

Kax BunHo u3 Tab1. 2, mocie npopeneHust KypcoB XT
¢ ¢aymapabuHom CK® cratuctryeckyd 3HAYMMO CHU-
3mnack ¢ 86,0 (76,2—95,4) no 65,9 (53,0—71,0) mu/MuH
(p = 0,0002). ITpu reyeHNM MALMEHTOB 1-#1 rpymIs! O0e3
HCIIOIb30BaHUs (pirymapabruHa He OTMEJAeTCSI CTAaTUCTH-
yecku 3HaunmMoro cHipkeHust CK® (p = 0,6). Takast xe 3a-
KOHOMEPHOCTbL 0OTMedeHa 1 Bo 2-1i rpyrme. CKd Bo 2-ii rpyIi-
€ MAUEHTOB C UCXOIHOU MOYEYHON HETOCTATOYHOCTHIO
Ipy JiIeYeHNU QIrymapaOMHOM CTAaTUCTUIECKU 3HAYMMO
cHikanach ¢ 51,0 (53,0—56,5) no 38,7 (34,4—69,1) mi1/MuH
(p = 0,03). Cratuctuecku 3HauMMoro cHikeHuss CK®
y OOJIBHBIX 2-11 TPYIIIEI IIPH JICUSHUH 0€3 UCTI0JIb30BaHMS
¢nynapadbuna He otMeueHo (p = 0,07).

B Tabn. 3 mpencraBieHbl OCIOXHEHUS, BOSHUKIIINE
B X0JI¢ TIPOBOAMMON Tepanuu y naiueHToB ¢ XJIJI B 3aBu-
CUMOCTHU OT UcXonHou ¢yHKumuu novyek 1 suaa XT. Kak
BUIHO U3 Tab. 3, B 1-i1 rpyIIne maureHToB 6e3 IMoYeYHOM
HEIOCTAaTOYHOCTH Ha MOMEHT IMAarHOCTUKY 3a00JIeBaHUS
MMEJIOTOKCUYHOCTB IIPH JIeueHNH (hiryaapabHOM HaOIII0-
Jganachy 6 (20 %) yenoBek, 6e3 UCIIONIb30BaHUs (iIymapa-
6uHa —y 9 (42,9 %), pa3iu4us CTAaTUCTUYECKU HE3HAUYMMBI
(p = 0,12). UupeKkunoHHBIC OCTOXHEHUS HAOTIOTAINCH
y 2 (6,7 %) GOJNbHBIX IIpU JieueHUU (JIyIapabrHOM.

Bo 2-i1 rpyrimne nalyeHTOB ¢ MCXOIHOM MOYeYHO He-
JIOCTAaTOYHOCTBIO MPH JiedeHUH (hIymapaObMHOM MHUEJIO-
TOKCUYHOCTh HaOJII0IaIaCh CTAaTUCTUYECKN 3HAYMMO Ja-
11e, YeM Ipu JieueHuu 6e3 paymapadbuna (63,6 % u 21,7 %
cootBeTcTBeHHO; p = 0,001). MH(MEKIIMOHHBIC OCIIOXKHE-
HUS IpU JiledeHuu ¢ryaapabuHoM oTMedeHbl Y 6 (27,3 %)
OOJIbHBIX, Oe3 1cob30BaHus dutynapaduda —y 8 (17,4 %),
pasnuuus CTaTUCTUYeCKU He3HaumMbl (p = 0,36). Ilpu
CpaBHEHHUH OOEHX TPYIII IMAIMeHTOB IIPH JICUCHUN (DIIy-
JIapabMHOM YCTaHOBJICHO, YTO B TPYIINE C UCXOTHOM I10-
YEeYHOU HEAOCTATOYHOCTHIO TOJIST OOJBHBIX C MUEIOTOK-
CHYHOCTBIO OBUIA JOCTOBEPHO BHIIIIE, YeM CpeIy MAlIMeHTOB
0€e3 ITOYeYHOI HEeTOCTATOYHOCTH B MOMEHT TUaTHOCTUKH
3aboneBanus (63,6 % u 20 % coorBercTBeHHO; p = 0,003),
B TO BpeMsI Kak Iipu jieueHnu kKypcamu XT 0e3 dpayngapa-

OMHA CTAaTUCTUYCCKM 3HAYMMBIX Pa3TUIUN MEXIy TPYII-
mamu He moxydeHo (p = 0,08).

IIpu cpaBHeHUM HATUYUS WHQPEKIIMOHHBIX OCIOX-
HEHMM y TallMeHTOB 0e3 MOoYeYyHOM HEJO0CTaTOYHOCTU
B MOMEHT IMarHOCTUKY 3a00J1€BAaHUI U C UCXOIHOM MO-
YEeYHOI HETOCTAaTOUYHOCTHIO IIPH JeUeHUU (rymapadu-
HOM HE TIOJTy4E€HO CTAaTUCTUYSCKH 3HAUYMMBIX pa3Inyuit
(p = 0,058). IIpu neyeHnu 6e3 MCHOIB30BaHUS hIyna-
pabMHa y IMAllMEHTOB C MOYEYHOM HEAOCTATOYHOCTHIO
CTaTUCTUYECCKU 3HAYMMO Jallle HaOII0IaINCh MH(MEKIII-
OHHBIC OCJIOXKHEHHUS IT0 CPAaBHEHUIO ¢ IaleHTaMu 0e3
IMOYECYHON HEIOCTaTOYHOCTA B MOMEHT IMArHOCTUKU
3aboneBanus (p = 0,05).

AHanmmu3 3 GeKTUBHOCTH JiedeHus 60abHbIX XJIJI mo-
Ka3zaJl, 4To 0e3 yyeTa Imo4evyHo (PyHKIMKY 13 52 mauueHToB
¢ XJIJI, mony4vaBimx JiedeHre irymapabuHOM, OTBETUB-
Mx Ha JiedeHue 66110 39 (75 %) yenosek. M3 67 maimeHTOB
¢ XJIJI, monyyaBIIMX jiedeHUe Oe3 MCITOJb30BaHUs (Piy-
JlapabuHa, OTBET Ha JieueHue ObUI moydeH y 22 (32,8 %) ue-
JIOBEK, YTO CTAaTUCTUYECKH 3HAYMMO HIDKE, YeM IIPU HC-
rmoas3oBaHuU irynapaduna (p = 0,0001). OnHako «11eHa»
0oJiee BBICOKOM 3((PEKTUBHOCTH JICUCHUS IIPU MCITIOJIB30-
BaHuU (aygapabuHa cBs3aHa co cHmKeHueM CK® Ha
done XT (cM. Tab. 2). Kak BumHO 13 Tab1. 2, HE3aBUCH-
MO OT UCXOJHOH MTOYeYHOU! (DYHKIIUY IIPU IedeHU U (Pay-
IapabMHOM ITPOMCXOIUT NOCTOBepHOE cHIKeHe CK®
(p =0,0002m p =10,03).

OTBeT Ha MPOBOAVMYIO TEPAIIUIO CBSI3aH HE TOJIBKO
¢ BuzmoM XT, HO 1 ¢ PYHKIIMOHAIBHBIM COCTOSTHUEM ITOUeK
Ha MOMEHT AUarHOCTUKY 3a0oneBaHus. Hapymenue pyHk-
WU TI09eK Ha MOMeHT guarHoctuku XJIJI MoxeTr ObITh
CBSI3aHO KaK C BO3PACTHBIMU M3MEHEHMSIMU B ITOYKaX,
HaJIMYMEM COIIYTCTBYIOLIEH ITATOJIOTUM, TaK U C JIEUKO3-
HBIM IIPOIIECCOM.

C yBennuyeHHEM BO3pacTa B IT0YKaX ITPOMCXOIIT UH-
BOJIIOTUBHBIC U3MEHEHMS. Y JIMII IOXIIOTO BO3pacTa Ha-
OrromaroTcs aTpod st KOPTUKAIBHOTO CJI0SI IIOYEK, YMEHb-
IIeHrEe KOJWYeCTBa aKTUBHBIX KIYOOUKOB, 3aMeJICHUE
KaHasblieBoM cekpeluu. [Iporpeccupytoliuii ¢ Bo3pactom
apTepUoJOHEPPOCKIEPO3 TPUBOAUT K CHUXKEHUIO (PYyHK-
LIMU TI0YeK B cpeaHeM Ha 1 % B rof mocie TOCTHKeHUS
nanreHToM S0-yieTHero Bo3pacta [19]. Yuureisast, 9to cpen-

Taomuua 2. Junamurxa CKD y 60avrbix XJI1 6e3 noueuHoil HeOocmamo4HoCmu U ¢ NOYe4HOl HedoCMamo4HOCMbio 8 MOMeHmM OUACHOCMUKU 3a001e6aHUS

6 3asucumocmu om suda XT

1-a rpymna g0 XT, n =51 1-s rpynmna nocue XT, n = 51

2-s rpymna 10 XT, n =68  2-ga rpymna nocie XT, n = 68

Bun XT 1 2
n=230 n=30
gu?‘g{fapa‘ 86,0 (76,2-95,4) 65,9 (53,0~71,0)
n=21 n=21
bes
nynapabuna

83,5 (79,0—87,0)

80,0 (76,0—86,6)

3 4 P
n=22 n=22
- ~ 2., =0,0002
51,0 (53,0—56,5) 38,7 (34,4—69, 1) 5 =003
n=46 n=46
53,1 (48,2-57.0) 57,5 (53,8-77.0) p,,=0.6

Pyy= 0,07
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Tadmuna 3. Ocaoscnenus na npogodumoe neverue y 6oavhvix XJ1I 6 3agucumocmu om ucxoonozo cocmosnus noueunou gynxuyuu u euoa XT

1-a rpynna, n = 51
(0e3 moYeYHO# HETOCTATOYHOCTH)

Oc/I0XKHenust ¢ uynapatutiom, 6e3 drynapabuna,
n=30 n=21
1 2
abc. OTH., % abc. OTH., %

Muenoroxkcuy- 6 20 9 e
HOCTB (BCETO)
Heiitponexust
III/1V crenenn 1 3.3 3 14,3
TpombGoruToneHust
III/1V crenenn 3 10 5 23,8
AHeMmust
III/IV crenenun 2 6,7 1 4,8
Hudexuun (Bce) 2 6,7 0 0

HMi1 Bo3pacT nauueHToB ¢ XJLJI cocrasisiet 65—69 net [1],
OOJIBIIMHCTBO M3 HUX MMEIOT COIYTCTBYIOIIYIO ITaTOJI0-
TUI0, KOTOPask MOXET CYIIECTBEHHO BIUSITH HA (DYHKIINIO
nouek [20]. ITouyku BOBJIEKAIOTCS B MATOJIOTMYECKUIA ITPO-
1IecC IpH IIMPOKOM CIIEKTpe 3a00JIeBaHMI BHYTPEHHUX
opraHoB [21]. M3BecTHO, UyTO HabmogaeTcs MopaxXeHne
ITOYEK IPY TAKKMX PaCIIPOCTPAHEHHBIX 3a00JIeBaHUAX, KaK
apTepuaabHas TUIIEPTEH3MsI, CaXapHBIl 1MadeT, pacipo-
CTpaHeHHBbIN aTepockiepo3 [22]. [ToueyHas HemocTaTOU-
HocTh 1pu XJ1LJT MOXXeT pa3BUTHCSI BCIICACTBIE MH(MUIBTPa-
LIMY TTApeHXUMBI OpraHa OITyXOJEBBHIMM (JICHKO3HBIMU)
knetkamu [23]. Kpome Toro, mpu XJIJI BciencTBre num-
MYHHBIX HapYIIIEHHMIT MOXKET HaOIIOOaThCS CEKPEIUSI MOHO-
KJI0HAJIbHOTO KprortyouHa (I tTum KpuorinoOyanHeMIn)
[24]. TTpu nannoit popme XJIJI MoXKeT BCTpedaTbCsl MEM-
OpaHoIpoIM( e pUPYIOINI TTIOMEPYIOHE(MPUT, BHI3BIBA-
oIt He(PPOTUYECKUIT CUHIPOM, MEMOPAHO3HbINA TJIO-
MmepysoHedpuT, AL-aMuionao3, HEKpOTUUYECKUIA aHTUUT
¢ MuUKpoTpoMbo3amu [25]. Ycranosneno, yro nipu XJIJI
BO3MOXHa IMPOAYKIINS IaparnpoTenHoB (M-rpagueHTa),
ITOCJIeMHUE TIOBPEXKIAIOT IIOYSTHBIN KITyOOUeK 1 BEHI3BIBA-
10T BocmajieHue B HeM [26]. Hapsiny ¢ yBeanyeHueM Mo-
HOKJIOHAJIbHOTO UMMYHOTJI00y1rHa ripu XJ1IJI otmeyaet-
Csl CHIKEHHE YPOBHSI HOPMAJIbHBIX UMMYHOTJIOOYJIMHOB
knacca A, G u M. Tunorammarno6ynuaemus npu XJIJI
00ycJI0BJIeHAa U3MEHEHEM COOTHOIIICHMS OCHOBHBIX CYO-
ronyysiiuii T- 1 B-muMbonuToB, MOBBIIIIEHHBIM COAEP-
XaHueM T-cymnpeccopoB, HECIIOCOOHOCTBIO JIEKO3HBIX
B-mamdonnToB oTBeyaTh Ha TMMGOKWHBI, BEIPaOATHIBa-
eMble HOpPMaJIbHBIMM T-muMdoruTaMu, 9TO IPUBOIUT
K pa3IMIHbIM UMMYHOJIOTUIECKUM HApYIICHUSM, B TOM
YHCIie K pa3BUTHIO MOYeBOM nHpekunu [15].

CHimxeHUe 3(PPEeKTUBHOCTU MPOBOAMMON Teparuu
IIPpY HAIMYMY TTOYEYHOIN HETOCTATOYHOCTH MOXET OBITh
CBSI3aHO C M3MCHEHUSIMH B (hapMaKOKUHETUKE JIEKapCT-

2-4 rpynna, n = 68
(¢ moYeuHOii HeJOCTATOYHOCTHIO)

¢ duiynapadusom, 0e3 qurynapaduna, P
n=22 n=46
3 4
aoc. OTH., % aoc. OTH., %
14 o 10 217 | PuaT %12:p, ,=0.,001;

P = 0,003; p, ,= 0,08

=0,3;p,,=0,2;

4 18,2 3 65 Pi2=0.3p,,=02
' ’ p,,=01;p,,=04

=0,2;p, ,=0,15;

6 27,2 5 10,8 P, = Y% P, , =0, 10
P ,=0,14;p, ,=10

=1,0; p, ,=0,09;

4 18,2 2 4,3 Py, sV P34 ,UJ;
p;=0,3p,,=10

6 27,3 8 174 P.2=05p,,=036

Py, =0,058;p, ,=0,05

BEHHBIX IIpernaparoB. JJaHHbIE U3MEHEHHUS MOTYT ITOBBI-
IIaTh TOKCUYHOCTD WJIM CHIKATh 3(P(HEeKTUBHOCTH ITPOBO-
nuMoro nedenus [2]. Tlpu cpaBHeHUN 3(PPEeKTUBHOCTH
JedyeHusT QrymapabMHOM y ALIMEHTOB C Pa3JIMYHON MC-
XOJHOI MoYyeyHo! (pyHKIMEN YCTaHOBIEHO, YTO IIPU Ha-
JINYMU MCXOTHOM MOYEYHOM HEIOCTATOYHOCTH MMeEJIach
TEHACHIIVS K CHIDKCHUIO OTBETA Ha IIPOBOAMMYIO TEPAITHIO
(p = 0,1). OgHOI M3 MPUYMH BHIIBICHHON TEHICHIIUMN
MOKET OBITh CTATMCTUYCCKU 3HAUMMasl 0oJjiee BBICOKAS
MMEJIOTOKCUYHOCTD (CM. Tab:1. 3) y IMalMeHTOB ¢ UCXO-
HOM IIOYEYHON HEOOCTATOYHOCTHIO, MOJYyYaBIINX KYPCHI
XT ¢ daymapadburoM (p = 0,003). I[Ipu negeHun 6e3 uc-
IMOJIb30BaHMS (hTygapadrHa OTBET Ha IIPOBOIMMYIO Tepa-
MU0 OBLT CTATUCTUYECKM 3HAYMMO BBIIIC Y MAIIMCHTOB
0e3 MOYEYHOM HeJOCTaTOYHOCTH Ha MOMEHT TMAarHOCTUKHU
3aboneBanus (p = 0,0015). CHikKeHMe oTBeTa y IallueH-
TOB C UCXOJHOM ITOYEYHOU HEIOCTATOYHOCTBIO MOXET
OBITH CBSI3aHO C HAIMYMEM MH(PEKITMOHHBIX OCTIOXXHEHMIA
(cM. Tab11. 3), KOTOpBIC TOCTOBEPHO Yallle HAOIIOTAINCh
Yy NALMEHTOB C UCXOJAHOU MOYEYHOU HEAOCTATOYHOCTHIO
10 CPaBHEHUIO C MAIlEHTaMM 0e3 IOYeIHOI HeTOCTaTOT-
HOCTM Ha MOMEHT IMarHOCTMKM 3a00jieBaHUS Ha (poHe
JeyeHus Kypcamu X1 6e3 daymapaduna (p = 0,05).

3akniouenue

Takum o6pa3zomM, He3aBUCUMO OT (PYHKIIMOHATBLHOTO
COCTOSTHUS TTo4yeK y 00abHbIX XJIJI oTBEeT Ha mpoBOAMMOE
JICYCHNE C MCIIOJb30BaHMEeM hiIygapaOdrHa ObLI BBIIIIE
10 cpaBHEeHMUIO co cxeMamu X T 0e3 paynapabuna. B To xe
BpeMs 3(P(HEKTUBHOCTD JIEUSHUS OTPeIesaIach UCXOTHBIM
(YHKIIMOHAIBHBIM COCTOSIHMEM mouek. [lpm Hammumu
MOYEYHOI HeJdocTaTouHOCTU Y OojibHbIX XJIJI oTBeT Ha
IIPOBOAMMOE JICYCHHNE KaK ¢ MCITOJIb30BaHMEM (hiIymapa-
OuHa, Tak U 0e3 Hero ObLI XyXKe, YeM Y NalueHTOB 0e3 o~
YEeYHOU HEIOCTAaTOYHOCTH.
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Mo3aHue HeUH(EeKUUOHHbIE NOpPaKeHua nergux y pemei
nocne annoreHHoll mpancnaaimayuu remono3Imuyecrux
CMBONOBbLIX KNEeMOK

[O.B. CksopuoBa, A.E. PynaeBa, B.M. Hensrun, 10.A. Jlepxennopd, I'. B. Tepemenko,
JI.H. banamos, M.A. Macuan, A.A. Macuan

OIEY OHKI] ITOHU um. Jimumpus Poeauesa Munzdpasa Poccuu; Poccus, 117198, Mockea, ya. Camops: Mawena, 1

Konmaxmoi: FOaus Banrepuesna Ckeopyosa yuscvo@mail.ru

Texnonoeuu mpancnaanmauuu eemonosmuueckux cmeonosvix kaemok (TICK) 6 nacmosiuee pems no3goasom uzneHums MHOJNCECMBO 310~
KauecmeeHHbIX U He310Ka4ecmeeHHbIX 3a00aeéanuil e3pocavix u demeii. Oonaxo TICK ocmaemcs 8bicOKOMOKCUMHBIM MemOOoM AeveHUs,
cpeou 0CA0NCHEHUTI KOMOPO20 B03MONCHbL ONUMENbHbLI UMMYHOOCHUUUM, AAN0- U AYMOUMMYHHbIE PEaKuul, OUCHYHKIUYU PA3IUMHBIX OP2AHO8
u cucmem. Imu cocmosiHus mpebyrom muiameabHo20 HAbAO0eHUs CHeUUAAUCINAMU, PaAHHel OUGeHOCMUKU U A0eK68amHOo20 Ae4eHus. B dannoii
cmamoe 00CyHcOaromcest KAUHUHeCKUe 0Co0eHHOCMU, OUAZHOCMUKA U 8APUAHMbL MEPAnUU MAKOL CAONCHOI 2PYANbL RO30HUX NOCMMPAHCAAAH-
MAUYUOHHBIX OCAONCHEHULl, KAK HEUHQEKYUOHHbIe NOPAdICEeHUs AeeKUX. Dmu cOCMOAHUS MO2Yym NPUBOOUMb K UHEANUOU3AUUU NAUUEHMO8,
HecMomps Ha 6bi300posaeHUe 0m 0CHOBHO20 3ab0nesanus. Ompajicerbl AKMyarbHOCMb U 3HAYUMOCMb CE0eEPEMEHHOI OUACHOCMUKU OAHHbIX
namono2uMecKux COCMOosHULL, 8 MOM Hicae CNeKmp UCCAe008aHUL, OOCMYNHbIX NO MECIY JCUMENbCMEd, C Ueablo UX IPPeKmueHo2o neveHust
U yayuerus Kauecmea xeusu demei ¢ ocroxcherusmu nocie TICK. Teopemuueckue 60npocst Rpouatiocmpuposamsi CAyHaem U3 NpaKmuKu.

Karouegwie caosa: MmpaHcnaaemayus eemonos3mu4ecKux cnmeoa06sulxX K1emok, Nno30HUe 0CA0MCHEHUS nocae mpadcnaaesmayuu eemonosmu-
YECKUX Cme0/106blX KNeMmOK, XpOHU4YeCcKue H@IlHd)eKquHHbl@ nopasiCenHus N1eeKux

DOI: 10.17650/1818-8346-2015-1-29-36

Late non-infectious lung damage in children after allogeneic hematopoietic stem cells transplantation

Yu.V. Skvortsova, A. E. Rudneva, V.M. Delyagin, Yu.A. Lerkhendorf,
G. V. Tereshchenko, D.N. Balashov, M.A. Maschan, A.A. Maschan

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev,
Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117198, Russia

Hematopoietic stem cells transplantation (HSCT) technology currently allows curing a lot of malignant and non-malignant diseases in adults
and children. However, HSCT is highly toxic treatment. HSCT complications include the possibility of prolonged immunodeficiency, allo-
and autoimmune reactions and various organs dysfunction. These conditions require careful monitoring by specialists, early diagnosis and
appropriate treatment. This article discusses the clinical features, diagnosis and treatment options of such late complications as non-infec-
tious lung disease. These conditions can lead to disability of patients. Relevance and importance of timely diagnosis of these pathological
conditions, including the range of clinical tests available on a residence, with a view to effective treatment can improve the quality of life of
children with complications after HSCT. Theoretical issues are illustrated by case report.

Key words: hematopoietic stem cell transplantation, late complications after hematopoietic stem cells transplantation, chronic non-infectious
lung disease

Bsepexue

IMocneaHue gocTUKEeHUSI B OUOJIOTMU 1 UMMYHOJIOTUM
TpaHCIUIAHTALIMU IIPUBEIN K TOMY, YTO B HACTOSIIIIEE BPe-
MsI aJUTOTeHHAas TPAHCIUTAHTAIIMS TeMOITO3TUICCKIX CTBO-
JoBBIX KJIeTOK (aymmo-TI'CK) sBisieTcs emmHCTBEHHBIM
CITOCOOOM M3JICYSHMST MHOTHX (PaTaJIbHBIX 37I0KAYSCTBEH-
HBIX ¥ HE3JIOKaYeCTBEHHBIX 3a001eBaHMil. OTHAKO 0 CHX
NOp JAHHBIA METOJ JICYCHUSI UMEET MHOI'O OCJIOXKHEHUIA,
B TOM YMCJIE MPUBOISIINX K MHBATUAU3ALUYW U TUOEIN
ITaIleHTOB.

OKOJIO IBYX HEeCATWICTUIN Ha3ad pasJIMdHbIe OCIOX-
HEHUS CO CTOPOHBI JIETKUX pa3BUBAIIUCH y 25—60 % peru-
mueHToB awio-TI'CK, onun obycnosmuBaim okojo 50 %
TpaHCIUIAHTALMOHHO-AaCCOLIMMPOBAHHOI CMEPTHOCTH [1].

B manpHeiemM nHGEKIMOHHBIC TTOPaXKEeHUS JISTKMX CTa-
71 3 GEKTUBHO U3JIEYMBATHCS C TIOMOIIBIO COBPEMEHHOIM
aHTUOaKTepUaIbHOU U NPOTUBOIPUOKOBOI Teparuu.
VYrpoxamIuMy OCTaINCh HEMH(MEKIIMOHHBIC TIOBPEKIIe-
HHS PECIIMPATOPHOTO TPaKTa.

IepBolii ciryyaii (paTaaTbHOTO OOIUTEPUPYIOIIETO OPOH-
xuoymTa y peuunuenTa auio-TTCK ¢ xpoHnaeckoit pe-
aKIMel «TpaHCIUTAaHTaT MPOTUB xo3ssmHa» (PTIIX) Obut
ormcaH B 1982 1. [2]. Cepust mo3mHUX HEMH(MEKIIMOHHBIX
nerouHsIx ocinoxHeHuit (Late Onset Non-infectious Pul-
monary Complications, LONIPC) 6»u1a mpencrasieHa
B 1987 1. KaK «3aboyieBaHNe HUKHUX AbIXaTeIbHBIX ITyTei
y peuurueHToB ayio-TI'CK» [3]. B 1998 . A. Palmas et al.
npemnoxuy nepyio Knaccuduxanuio LONIPC [4].
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B meTckoit momyasSIiuKM OCJIOXHEHHS CO CTOPOHBI
JIETKUX Ha mo3gHUX cpokax mocie amto-TI'CK pesxke
SIBJISTFOTCSL JIETAJIbHBIMU, OJHAKO OCTaIOTCSI CJIOXKHOM
I penreHus rpoodiaemoit [5, 6]. 1. Cerveri et al. coo6-
IIaJIM, 9TO TPETh AeTeit, BeKuBIIux mocie TI'CK, nme-
0T CYOKJIIMHUYECKHE HapyleHUsT GyHKLIMU JIETKUX [7],
C. Uderzo et al. Takke onucaay, YTO KyMyJISITUBHAas
BCTPEYAEMOCTb IBIXaTeIbHOI HEIOCTATOYHOCTH K IISITH
rogam nociie TT'CK cocrasaser 35 % [8]. 1o maHHBIM
N. Nishio et al., y 10 (10,3 %)u3 97 nereii mocjie ajaio-
TT'CK pa3Buinch ITO3IHME JIETOUYHBIEC OCTIOXKHEHUS B CpeI-
HeM yepe3 187 mueit mociie TT'CK u mipm 3TOM TOIBKO
2 n3 10 maumeHTOoB BhKWIN [9]. 1o 6Gonee paHHNUM HaH-
HbeIM, BcTpedyaemocTh LONIPC cocrasiaser 10—25 %
U CYIIECTBEHHO BJIMSIET Ha TPAHCILIAHTAT-aCCOIIMUPO-
BaHHYIO JeTaabHOCTh [4, 10, 11].

Knaccuthukauus no3HuX Nero4HbiX 0cnomHenui

C 2011 r. ucrionp3yeTcs paciIMpeHHas Kiaccuguka-
1T HeMH(MEKIIMOHHBIX OCJIOXKHEHUM IbIXaTeIbHOM CHC-
TEMBI, B KOTOPYIO BXOIUT OOJIBIIOE KOJIMIECTBO CaMBIX
Pa3HOOOPA3HBIX MO MATOTeHE3y M KIMHUICCKOMY Teue-
HUIO 3a00JeBaHuii (Tabm. 1).

AMepuKkaHCKoe TopaKaJbHOe O0IIEeCTBO ONpeAessieT
CUHIPOM MAMOIIaTHIecKoi mHeBMoHMM (idiopathic pneumo-
nia syndrome; IPS) xak mueBmomnaruio rmocie TI'CK, xa-
PaKTepU3YIONIYIOCS OOIIUPHBIM ITOBPEXKIECHNEM aJIbBEOI,
B 3TUOJIOTMH KOTOPOTO MCKIIOYeHBI MH(MEKIIMOHHBIE TTa-
TOTEHBI, cepaeTHast TUCHYHKIINS, OCTpasl IToYeyHasi He-
JIOCTaTOYHOCTD, TIeperpy3Ka XUaKocThio [12]. B marore-
Hese IPS 00b111yI0 posibh UTPAIOT COCYIMCThIE HApYIIEHUS
B JIETKUX, TOKCUYecKue 3(PeKThl MPOBEASHHOTO KOHIM -
LIMOHUPOBAHUS, UMMYHOJIOTMIECKOE KJIIETOYHO-0IIOCpe-
JIOBaHHOE TOBPEXICHNE, BOCIAIUTEIbHBIC ITUTOKUHBI
U CKPBITBIC JISTOUHBIC MH(PEKIINH.

B nanHOM 00630pe Mbl OCTAaHOBMMCS Ha TPYMIle Hau-
bosee pacpocTpaHeHHBIX MO3AHUX (C MaHUpecTaLMe
B niepuoxn 6osee 3 mec nociie TT'CK) ocinoxenuii, KoTo-
pble pyTUHHO OTHOCAT K IPS u B maroreHe3e KOTOpPBIX

Tabmuma 1. Kaunuueckuii cnexmp nogpescoenuii aeekux nocae TICK [12]

O0YEeBHIHO MMMYHHO-OMOCpenoBaHHoe T-mmmdoruraMu
JIOHOpPA TTOBPEXICHUE TBIXaTeIbHBIX ITyTEH.

B 1998 . A. Palmas et al. mpemioXwim pa3meuTh
LONIPC Ha 5 rpynir: o0autepupyonni 6poOHXNOINT,
00IUTEPUPYIOLLIMI OPOHXMOJIUT C OPTaHU3YIOLLIEICS ITTHEBMO-
Huel, Tuddy3HbIe aabBeONIPHbIC TOBPEXIESHMS, TUMPO-
LIMTAapHasI THTePCTUIINAIbHAS THEBMOHUS I HEKJIaCCU(DH-
uupyemas THeBMOHUs [4]. OnHaKoO, TOCKOIBbKY B OCHOBE
JAHHOU KJIacCH(UKAILINK JIeXKaJIO TUCTOJIOTMIECKOe MC-
cJIeI0BaHME JISTOYHOM TKaHU, €€ IIPUMEHEeHHE Ha TIPaKTH-
K€ ObLIO 3aTPYAHEHO.

B ocHoOBe coBpeMeHHOI KiTacCH(pUKAITUHT JICKUT OIICH-
Ka pyHKIMM BHelrHero abixanus (OBJ) — Hanbonee Ha-
JIEKHBI METOIl paHHETrO BBISIBICHUS M TUHAMHYECKOTO
Haomonenuss LONIPC. Ha ocHoBaHUM pe3yabTaToOB MC-
cnenoBanust OB/l LONIPC paznensaiorcs Ha 2 TpyIIbI
[13, 14]: 1) obCcTpyKTUBHAS AbIXaTeJIbHAas HEJOCTaTOYHOCTD,
XapakKTepu3yolascs peaykimein popcrupoBaHHOTO 00b-
eMa Beimoxa (POB, FEV1), B To BpeMsI Kak ¢hopcUpOBaH-
Has Xu3HeHHas eMKocTb Jerkux (PXKEJI, FVC 80 %)
OCTaeTCs B HOpME, B Pe3yJIbTaTe CHIDKACTCSI COOTHOIIICHUE
FEV1/FVC (<70 %); atu (yHKLIMOHAIbHbIE HAPYILLIEHUSI
SIBIISIIOTCS PE3YJIbTaTOM OOCTPYKIIMU MEJIKMX JTBIXaTeIhb-
HBIX ITyTe, BBI3BAaHHOI MPSIMBIM UMMYHHBIM ITOBpEXKIIE-
HHeM IoHopckmMmu T-kimetkamu (xpoHmdueckass PTIIX)
MO0 HeMNpsIMbIM ciieacTBueM xpoHudeckoit PTIIX (Ha-
MpUMep, aCIIMPALIVS BCJICACTBHE 330(arajbHOro pedJrokca
WJIM HAapYIICHS] MyKOIIVUIMAPHOTO KJIIMPEHCa); 2) PeCTPUK-
THUBHAS IbIXaTeIbHAS HEIOCTaTOYHOCTD, IIPOSBIISIONIASICS
B cHikeHn FVC (< 80 %) 1 yBeIMuYeHUU COOTHOILIEHUS
FEV1/EVC > 70 %.

B tabn. 2 npencrasieHa kiaccudpukamus LONIPC,
npennoxeHHas B. Anfessa et al. [10], KoTopas BKJIIo4aeT
B ce0s1 BOS, BOOP (B Hacrosee Bpemst COP) u IPS.

JI1st IpaBUJILHOTO 0003HAYEHMST AUArHO3a UCTIOIb3Y-
I0TCSl TAK3KEe KpUTEPUU KOHCEHcyca 1o xpoHuueckoit PTIIX
[15], manHbBIE MCCIIENOBATENBCKUX LIEHTPOB [16], a Takke
Kiaccudukaiyss AMepUKaHCKOTO TOPaKaJIbHOTO OOIIIECT-
Ba [17], ooHoBneHHas B 2011 1. [12].

Knmnmuecknii ciekTp 3a00/1eBaHuMil B 3aBUCHMOCTH OT JIOKYCA NEPBUYHOTO TKAHEBOTO MOBPEXKIEHUS

11 APEHXUMA 1€2K020

OcTpblif THTEPCTULINATBHBI THEBMOHUT*
OcCTpblii pecUpaTOPHBIA TUCTPECC-CUHAPOM™®
BCNU (6MCcxX10pO3TMIIHUTPO30MOUYEBMHA) — ac-
COLIMUPOBAHHBI THEBMOHUT

JlyyeBoit THEBMOHUT

OTCpOYCHHBI CHHIPOM JIETOYHON TOKCUIHOCTH*
TTocTTpaHcIuiaHTaUMOHHBIN JTuMbonpoaudepa-
TUBHBIA CUHIPOM

Do3nHODUIbHAS] THEBMOHUS

JlerouHbIii aTbBEOISIPHBIN TPOTEMHO3

Dndomeauii cocydos

Anumeauii dvixameavHvix nymei

AcCOLIMMPOBaHHBIN C TPUKUBJICHUEM peCIupa-
TOPHBII TUCTPECC-CUHAPOM ™
HexapnuoreHHbI CUHAPOM MOBBILIEHHOM
KalWUISIPHOM TPOHUIIAeMOCTH™

Junddy3Hble aabBeOsSIPHBIE KPOBOU3IUSHUS™
BeHo-okk1t03uBHast 60J1€3Hb JIETKUX
TpaHchy3MOHHO-acCOLMUPOBAHHOE OCTPOE
TTOBPEXICHNE JIETKIX

JlerouyHbI HUTOTUTUYECKUI TPOMOO3
JlerouHast aprepuaibHast TUTIEPTEH3UST
TpoM603MOOIMS IETKUX

KpunroreHHast opraHU3yIomasicst THEB-
Monust (COP)/obmurepupyrontuii 6poH-
XHMOJIAT C OPTraHM3YIOIENCsS] THEBMOHUEH
(BOOP)*

CHHIPOM OOJIUTEPUPYIOLIETO OPOHXMO-
smrta (BOS)*

* — cOCMOAHUS, OMHOCAUUECS K CUHOPOMY uduonamuueckoi nneemonuu (1PS).
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Tadmuna 2. Xapaxmepucmuxu LONIPC

LONIPC T Lz, Kimnnka DakTopbl pucKa Jlnaruo3 LA, Tepanus
Mocth, % Mec %
KC
Karens, P B CHumkenue FEVI, B
PTIIX, MTX, AZA
BOS 3—4,5 3-23 JIUCITHO3, Ha KT — «J10ByIIKH» BO3- 14—100
cHuxeHue IgG, Wuransuum CsA
XPUIIBI IyXa, OpOHXOOKTa3bl
330¢harut TpancmnaHTauus
JIETKUX
Cuuxenue FVC, Ha KT —
Kamens, XDOHMUECKas nepudepudeckue
BOOP 1,4 1-13 JIMXOpajKa, P PTITX YYaCTKM KOHCOJIUIALIUM, 21 KC
JIUCITHOD 30HBI «MaTOBOTO CTEKJIa»,
Y4acTKHU 3aTeMHEHU I
Aprentse, ST I, BT, mp PenTreHonornyecku —
IPS 2-20 0-48  cyxoii kamenb, Huveckas PTIIX, 74 KC
MHOWIBTPATHI
TUTIOKCEMUST WHOEKIUS

1°2015 I

Ilpumenanue. MTX — memompexcam; KT — komnviomepnas momoepagus; KC — kopmurxocmepoudvt; MM® — mukopenorama mogemun;
AZA — azamuonpun; CsA — yuxaocnopun A; XT — xumuomepanus; JIT — ayueeas mepanus; TBI — momanvHoe obayuenue meaa.

Mamorenes

MexaHnu3M HEeMHOEKIIMOHHBIX ITOPaXXCHUN JICTKMX
CUMTACTCS UMMYHOJIOTMYECKUM, CXOXUM C ITATOI€HE30M
PTIIX. Ecnu Ha paHHMX CpOKaX JOMUHUPYIOT OCTpPOe
IMOBPEXICHNE, B3aUMOICHCTBIC MOHOIIUTOB PEIIUITMEHTA
M aKTUBHBIX T-KJI€TOK NOoHOpAa, IpeobiiafaHue MpoBoCcIia-
JINTEJILHBIX ITUTOKMHOB ((hakTopa HEKpO3a OITyXOJIHu ),
CTUMYJISIIIMSA MMMYHHOTO OTBETa JIMIIOIOJIMCAaXapHaaMu
MMKPOOHOJIOTUYECKOM (DJIOPHI MaIlMeHTa, arlonTo3 SHI0-
Teaust Ha (POHE OKCHMIATUBHOTO CTpecca, HEMOCTATOK Cyp-
¢akranTa, T0 B rTo3aHuii iepuox nocie TI'CK npeobnanma-
10T KJIETOYHO-OITIOCPEIOBAHHBIC MEXaHU3MBbI — BCJICICTBIC
pacXoxXIeHNs] B MUHOPHBIX H-aHTHUTeHaX TOHOPCKUE JIMM-
(OoIUTH pearupyroT Ha aHTUTCHBI PEIIUITMECHTA 1 BBI3BIBA-
10T BBIpAXXEHHOE TTOBPEKICHIE, B TOM YMCIIE TIOCPEICTBOM
BbIpabOTKU UHTepdepoHa y. bonbuiyto posib B pe3eHTa-
LIMM aHTUTEHA TIPY 3TOM WUTPAOT JISTOYHBIC TeHIPUTHIC-
ckue kietku [12]. PazButne LONIPC, kak rmpaBuiio, mpo-
HMCXOIUT Ha (hOHE BRIPAXKECHHBIX IPOSIBIICHI XPOHIMYECKOM
PTIIX y penunuenToB amio-TI'CK [18]. AHoManbHbIE
pe3ynbTathl uccienoBanyss @B/l 1o pecTpUKTUBHOMY THITY
MOXKHO BBISIBUTH yepe3 3—6 mec nocie TI'CK, ocobenHo
npu ucrnoiab3oBaHuu TBI B koHguumonuposaHuu. B xone
nmutenbHoro (oonee 10 net) HAGMIONEHWS AETE TTOCTIe ajl-
7no-TI'CK, nonyyusimx TBI, orknonenus @B/ ormevyanmn
y 74 % nanuenToB yepe3 3 rona or TTCK [19]. Y 37 % nerei,
WMEBIIIMX HE3HAYUTEIBPHBIC PECTPUKTUBHBIC HAPYIICHNS,
nokaszaten OBJI ynydmmmick nociie MenraHbl HabJto/Ie-
Hus 4,2 TOna, Y OCTAJIBHBIX COXPaHSUIICh HETIPOTPECCUPO-
BaBIKe HapymeHus. OOCTPYKTUBHOE MOpaXKeHUE JTeTKIX
BoisiBsieTcs y 20 % peuunuentoB TTCK, yacTo oHo acco-
muupyetcs ¢ HemoctatkoM IgG u IgA, xponnueckoii PTTIX,
nHeKuuaMu, ucronb3oBanrneM MTX nm TBI.

(akmopbl pucka
K ¢axropam pucka pazsutust LONIPC otHocaT nipen-
LIECTBYIOIIEE 3J0KAYeCTBEHHOE 3a00JIeBaHME BBICOKOTO

pucka, npuMmeHeHue oycynbdana uiau TBI B konauimo-
HupoBaHuu, octpyio PTIIX II-IV craguu B aHamHese,
XpoHndecKyto skcreHcuBHYI0 PTIIX [9, 20]. Ipemimect-
BYIOIIIEE JICUCHHUE TSIKEI0TO 3a00JIeBaHMST MOXKET IIPUBO-
IUTH K TOBPEXICHHUIO JIETKNX XUMUOTEPAIIeBTUUIECCKIMU
areHTaMM, 9TO IIpeApacIoiaraeT B IOCICIyIOIIeM K pea-
JIN3alIiY aJUIOMMMYHHBIX peakiinii. [TokazaHo Takxke, 4To
IIPY UCIOJIb30BAHUN PEXUMOB KOHIULIMOHUPOBAHUS CO
cHIXeHHoIT TokcmyHocThio LONIPC pa3BuBaroTcst pexe
[21, 22]. OnHako mpuMeHeHre OycynbdaHa gaxe B pexXi-
Max CO CHIDKEHHOI TOKCUYHOCTBIO JOCTOBEPHO ITOBBIIIIA-
et puck passutuss LONIPC [23]. TakKe moka3aHHBIMHA
(akropamMm prucka MOXHO CUNTATh HATUINE XPOHUIECKOI
PTIIX (y 97 % nauuenrtos ¢ LONIPC), orcyTcTBHEe aHTH-
TUMOIIMTAPHOTIO I100yIMHA B KOHIULIMOHUPOBAHUHU, HE-
ponctBeHHble TT'CK, XXeHCcKMiT 1101 JOHOpa Y pelUIeH -
Ta My>cKoro 1oja [23].

JlormomHuTeTbHBIMU (haKTOpaMu pucka pa3sutust BOS
SIBJISIIOTCS] BUPYCHbIE MH(MEKIIMU Ha pAHHUX CPOKax MocJe
TI'CK u 6osee cTtapimii Bo3pacT peuumueHTa [24].

OcobeHHOCMU KNUHUYECKUX NPOABNEHUil U AUArHOCMUKU

Cundpom obaumepupyrowezo oponxuoauma (bronchiolitis
obliterans syndrome; BOS) pa3BuBaeTcs B CpeqHEM Ha CpO-
Kkax 12—24 mec nocie TI'CK, xoTs onmcaHbl ciaydan pas-
Butusa Ha 90-i1 nerp nmocie TIT'CK, oH MoXeT IIpUBeCTH
K WHBAJIMIW3ALMN TALMEHTa BCJICACTBHE IIPOIPECCHU
B (pnbpo3 jgerkux. OH 1 J0JKeH OBITH 3aIT0I03PEH 10 KIIHM-
HUYECKHX IIPOSBIICHUI Ha OCHOBAHUU PYTUHHOTO UCCIIe-
nosanus MBJI, mocTymHOTO 1S CITOCOOHOTO K KOOIIepaliu
pedenka [25]. Cuuraercs, yto okoso 10 % penuneHToB
anmno-TI'CK uMmerot onpeaeneHnyio crerieHb BOS 1 xpo-
HUYECKYIO OOCTPYKLIMIO AbIXaTeNbHbIX myTeit [26]. Kinn-
HUYECKH 3a00JIeBaHIE TIPOSIBIISIETCS KaIlIEeM, CBUCTSITITN -
MM XpUIIAMH, OIBIIIKON, YAaCTBIMU PECIMPATOPHBIMU
nHdexkunsamu. Tectel @BJI mpy 5ToM BecbMa YyBCTBUTEITb-
Hel. Kpurepuewm passutust BOS gaBnserca cHikenne FEV1
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Ha 20 % u 6onee, naxe eciu cootHomenne FEV1/FVC >
0,7 [27]. C nomoupio peHtreHorpaduu u KT MoxxHO 00-
HAPYXUTh MSTHUCTbIE MHGUIBTPATHI, «JIOBYIIKW» BO3IY-
Xa, Y4aCTKU AWjIaTallMy OpOHXOB (KapTHMHA MO3au4HOMI
nepdy3un) (puc. 1), XOTI OKOHYATEIHHBIN TUArHO3 IIeIIe-
CcO00pa3HO BBICTABJIATHL HA OCHOBAaHUU JaHHBIX OpPOHXO-
CKOITMHU € TPaHCOPOHXMAILHOM Ouorcueil. bpoHxoanbBe-
OJISIPHBIN JlaBaX TakKXe MMeeT OOJIbIIOe 3HAYEHME MJIs
UCKITIOUeHUS MHMEKIMA. TsoKeblii 00CTpYKTUBHBIN ITPO-
LIeCC WIA TPOMOOLIMTOIEHUSI MOTYT, OHAKO, OTPAaHUYUTh
MpOBeIeHNe UHBA3UBHBIX MaHUIY/IsALMA. [1cToIOrMYe-
ckasg ocHoBa BOS — cybanurennanbHbie (pUOpOTUUYECKIE
M3MEHEHMUS C MOCIeAYIOLIMM PacIpOCTPaHEHUEM BOCIIA -
JINTEJIBHOTO IIPOLiecca B IapeHXUMY Jierkux. B KoHeuHoM
HUTOTE 3aBepIlIeHUEM TIpoliecca sBisieTcs pruodpo3s ¢ nud-
¢y3HBIMM y4acTKaMM OPOHX03KTa30B (puC. 2).
Ob.aumepupyrowuii GpoHXUOAUM C OpeAHU3YIOWeIICS NHes-
monueli (bronchiolitis obliterans organizing pneumonia; BOOP),
yallle Ha3bIBA€MbIil «KPUIITOTEHHAs! OPraHU3YIOLIAsICS
IMHEBMOHMUsI» (Cryptogenic organizing pneumonia; COP),
otianyaercsa oT BOS kak KIMHUYECKH, TaK TUCTOJIOTMYE-
CKHU U IO OTBETYy Ha Tepamnulo. [iicTonorndyecku 3aboJie-
BaHUE XapaKTEePU3YeTCs y4aCTKaAMMU KOHCOIUAALUHU C I10-
JIMIOMIHBIMU Pa3pacTaHUSIMU COEAVMHUTENbHON TKaHU

Dilated
airways

Tree-in-bud
appearance.

ingrowth of
blood vessels

[~

Puc. 1. KT svicoxoeo paspewenus aeckux nayuenma ¢ PTTIX u npoepeccupy-
rowum BOS. Ha gppaemenme A kapmuna ¢ momenm gdoxa ompasicaem pac-
wupenHble 8030yuHble NyMU U 00CMpYKYuI0 GpoHXU0A 8 8Ude «Oepesa 6 nou-
Kxax». Ha ¢ppaemenme b kapmuna 6 momenm 66100xa u 3a0epicKu ObIXaHus
06HapyHcUBaem yuacmru «<Mamoso2o CmeKkAa» Mexcoy HOpMAaAbHOU Ne20HHOI
MKaHbI0, 4Mo ompaxcaem Gopmuposanue 8030yUIHbIX 108YUIEK U daem Mo-
3auunbli pucynok. Chumiu npedocmaenenvt Dr. Srinivas Mummadi [25]

Puc. 2. Tucmonoeuueckas u cxemamuueckas KapmuHa HOPMAanbHOU OPOH-
xuonvt (A) u 6uonmama seekux nayuenma ¢ BOS nocae arno-TICK (B).
Ha ¢paemenme b cmenka OpoHXUO0AbL YMOAUEHA 3a CHem 80CRAAeHUs U (hu-
6po3a c aoKanuzayueis Mexcdy snumenuem u eAaoKko-molule4Hol 000104KOl.
Bosdyxonocnuiit npoceem cyscen. Dpaemenm B demoncmpupyem nopmans-
HYI0 GPOHXUONY, C653aHHYIO ¢ anbeeooi. Dpaemenm I ompadcaem nonepeu-
Hoe ceueHue HOpMAaabHOL OpoHxuonsl, ppazmenm [ — nonepeuroe ceverue
oponxuonvt npu BOS. Tucmonoeuueckue npumepst A u b npedocmaenenst
Dr. Véronique Meignin [25]

B PECIIMPATOPHBIX OPOHXMOJIAX U aJIbBEOJSIPHBIX IIPOTO-
Kax. [Tponudepupyroniuii OpoHXUOIUT IPUBOIUT K Kap-
THHE 04aroBbix MHGWIBTPaToB Ha KT (y9acTki KOHCOJM-
JAad TKAHU B HIDKHUX [IOJISIX, NEPUOPOHXMAJIBHBIC
MeJIK1e MH(PUIBTPaThl, MHOKECTBEHHBIC COJIMTHBIC Y3eI-
KOBEIE ITOPaXXEHMST) M PECTPUKTUBHBIM HAPYIICHUSIM JIbI-
xaHus no janHeiM ®BJI. laHHOE OCJIOKHEHUE XOPOIIo
oTBeuaeT Ha Teparnuio KC.

Humepcmuyuaavnas nueemonus BcTpedaercsa y 20—
50 % nmauuenTos nocie ato-TICK ny 10 % mocie ayro-
nornyHoii TTCK. OHa Bo3HUKAeT Ha CpoKaxX B CpeTHEM
okoo 4 mec riocie TT'CK, HO MOXeT CIIyduThCsI U TTO3KE.
IIpencraBieHa pecTpUKTUBHBIMU HapymeHusmMu OBJ]
1 MOXET HE MPOSBUTHCS KIMHWUYCCKHMMU CUMIITOMAMM
Ha mo3gHux cpokax rocie TI'CK [28]. Kapruna na KT
IpeAcTaBIeHa OMIaTepaIbHBIMU CUMMETPUYHBIMU TIEPH-
epruIecKMM YIaCTKaMU 110 TUITY «MaTOBOTO CTEKJIa».
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Jleyenue u npodhunakmuxa

Yacts LONIPC, nanmpumep BOOP, oTBeuaeT Ha Tepa-
mio KC xmmamaecku u o nanabiM @B/ [29]. Hoka3zaHo,
yTo paHHee HazHayeHne KC (B repBbIe 3 Hel OT BO3HUK-
HOBEHMSI CUMIITOMOB) YyJIydIllaeT IMporHo3 [27] 3a cuer
IIpeaoTBpaIieHus pa3Butus duopo3sa. [Tannentsr ¢ BOS
u IPS nmerot moxoii mporHo3s [30]. B nuteparype onvcana
3((HEKTUBHOCTL aHTUTEN K (PaKTOPy HEKPO3a OITyXOJIH o,
B ieueHuu BOS [31]. MHransimoHHbIe CTepOouabl 1 OpOH-
XOOWJIATaTOPHI MOTYT YAYYIINTh KIMHAISCKIE CUMIITOMBI
1 OOJIETYUTHh COCTOSIHHME ITAIlMeHTOB, HO HE BJIMSIOT Ha
®B/I [32]. OcHOBOI1 Tepanuu SIBISIETCS UMMYHOCYIIpEC-
cus. [Tomumo KC, B ToM 4ncie B BUAE HUKJINYHO ITOBTO-
PSTIOIIMXCSI ITyJIbC-103 (HAIIpUMED, €XKEMECSYHO I10 3 THS),
MIPUMEHSIOTCSI THTUOUTOPHI KaIbIIMHEBpUHA, AZA, 111~
KiodocdaH, TMAPOKCUXUHOMOHHI [33], anTunpommdepu-
pytomas repanust (MM®, nmatuano). LlutoTrokcuaeckue
MpenapaThl, TakKue Kak HuKiaodochaMu, B HU3KUX J103aX
IIPY ITUTSIBHOM IIPUMEHEHUN MOTYT OBITh 3(h(DEeKTUBHBI,
OTHAKO MMEIOT MHOTO IT0O00YHBIX 3dekToB. [TokazaHa
Takke 3(PPEeKTUBHOCTh a3UTPOMUIIMHA B YIy4YIICHUU
¢yHkIMM Jerkux y namreHton ¢ BOS nocie ammo-TI'CK
[34]. Makpoauasl onrucaHbl KakK 3(GhEeKTUBHBIN IIPOTUBO-
BOCITAJINTENbHBIN areHT B JedueHun BOOP [35]. O6nane-
KMBAIOIIMM METOIOM TaKXKe SIBIISICTCS IIPOBEACHME DKCTpa-
KopriopainsHoro otodepesa (BK®D). Ero acddexkrnBHOCTL
JIoKa3aHa Ha OOJIBIION KOTOpTe IAIlMeHTOB C Pa3BUTHUEM
BOS noce tpancrianTanuu Jerkux (194 u3 1012): ote-
TWIN Ha JICYUCHUE U MMOIICPKUBAIN CTAOWIBHYIO (DyHK-
Lo Jierkux 61 % GoJbHBIX, OHU Xe UMeJId 00Jiee BbICO-
KUe noKasaTeu BeokuBaemoct [36]. ITpu 3Tom KauecTBO
OTBETa 3aBUCHUT OT TOI'O, HACKOJBKO CBOCBPEMEHHO OT
MOMEHTA Pa3BUTHUsI OCJIOXHECHMSI HadaTa €ro Teparmus.
C.E. Lucid et al. mponeMOHCTpUPOBAJIA, YTO OKOJIO IBYX
TpeTeil MallMeHTOB C TSLKEJIBIM U IIPeajiedeHHBIM O0JIH -
TepupyomnM oporxuonutoM rocie amio-TI'CK goctu-
VIV CTaOMJIM3AIINU U OTCYTCTBMS YXYIIIIEHUS JICTOYHOMI
(GYHKIIMU B CpeTHEM Yepe3 MeCsII OT Hadayia IIPOBeACHUS
BKD [37].

[IpennoxeHsl cleAyIOMNe KPUTEPUH OIICHKH OTBETa
Ha Tepaluio: BHIIIOJHEHNE MUHHUMYM 2 W3 CICAYIOIINX
yCJIOBMIA Ha TIpOTsKeHnn 2—4 Henn ot Havyasa teparmun KC
(MHTaISIHMOHHBIMUA WJIM CUCTEMHBIMU) — 1) CHUKEHUeE
MOTPEOHOCTU B OKcUreHorepanuu Ha 50 % MMHUMYM
WIN OcJa0JIeHre TTapaMeTPOB MCKYCCTBEHHOM BEHTUJIS-
LIVH JIETKYX; 2) YAyYIIeHUe B CYObEKTUBHBIX PECITMPATOP-
HBIX CUMIITOMAX; 3) YJIydIIeHUe PaagroIOTMIeCKON Kap-
TUHHI [27].

Baxno ormeTuTh, uyTo uccaenosanusg OBJI B kauecT-
BE CKPMHMHTA B OTHOIICHUM ITOPAXKEHMS JIESTKUX CTPOTO
PEKOMEHIYIOTCSI MEXKITyHAPOIHBIMU pyKoBoncTBamMu EBMT/
CIBMTR/ASBMT, 1x He0OXOOIUMO BHITIOJIHSTE ACTIM,
CIIOCOOHBIM K KOOIIepalli B CIUIY BO3pacTa X MHTEJUICK-
Ta, Kaxnaple 3—6 mec riepsoie 2 roga mociie TTCK, ocoGen-
HO npu Hanuuuu XxpoHunuyeckoit PTTIX, u nanee exxeronHo
IIATEIbHO. MOXeT CTaTh IMOJIe3HBIM TeJIeMETPUICCKUIA
(mucTaHuMoHHEI) MoHUTOpUHT PBJI, 0cOOEHHO Y maly-

eHTOB ¢ xpoHuueckoil PTIIX, nmermolux BbICOKUIA pUCK
pazsutust BOS u npyrux LONIPC [38]. [TaunenTsl ¢ ne-
¢ummrom IgG mOMKHBI PEeryiIsipHO ITOIYyJaTh 3aMECTH-
TEJILHYIO Tepanuio, a 00JbHble 0€3 KIIMHUKU MOPaKeHUS
JIETKMX, HO ¢ HapyleHUsIMU no faHHbIM O BJI, momKHBI
ITPOIOJDKATH CTPOTMiI MOHUTOPHHT pa3BUTHSI 3a00I€BaHMSL.
B nomnoyiHeHre HEOOXOIUMO UCKITIOUUTh TA0AKOKYpEeHUE,
HOCUTb pEeCHUpaTOpbl ISl 3allUThl OT 3arpsi3HEHHOM
OKpYXKalollei cpebl 1 MH(PEKIINIA, TTOKa3aHO MPOBeAcHNE
BaKIIMHALINH.

Knunuyeckuii cnyyaii

C 2006 2. nod Hawum HabaroOeHUem Haxooumes nayu-
enm mymxcckoeo noaa, 1997 2. p. B cenmsbpe 2006 e. pebenky
obina nposedena arno-TICK om HLA-coemecmumoii cecmpol
1o nogody peyudusa AUMpooAacmHoi AUMGboMbL C nOpaice-
Huem Kocmuoeo mozea. TICK npedwecmeosana noauXT,
eKarouasuas 6 cebs 14 kypcoe evicokodosnoil noauXT, u3z
Hux 12 — ¢ npumenenuem MTX 6 doze 1 2/m>. Konouuyuonu-
posanue neped TICK cocmosno uz caedyroujux npenapamos:
oycyavpan 16 me/ke, eenezud 30 me/ke, uukaogocghar
120 me/xe. [Ipogunaxmuxa pazeumus ocmpoii PTIIX exaro-
yana CsA u cenncenm. Ilpusicuenenue mparcnaaumama Ovi-
210 3apeaucmpuposano Ha +15-ii dene.

B nepeoiii 200 nocae TICK y nayuenma ommeuanace
ocmpas PTIIX, koxcnas u neyernounas goopma, cmadus 1—11,
¢ nocaedyrouum nepexodom 6 xponuueckyro PTIIX. [loayyan
MPexKoMNOHeHMHYI0 UMMYHOcynpeccuro (npednusonot, CsA,
ceancenm), Komopasi NOAHOCMbIO ommeHeHa K cpoky 1 2od
3 mec nocae TICK.

Yepes 2 eoda nocae TICK nepenec 06ycmoponHio nHeg-
monuro. C 2moeo Momenma nosaguAUCs NOCMEeNeHHo Hapacma-
rouue xcanobwvl Ha 00bIUKY NpU usu4ecKoll Hazpyske.

Yepes 2 eo0a 8 mec nocae TICK coxpausauce xanrobdwi
Ha 8bIpadiceHHYI0 00bIUKY NpU u3uuecKoll Haepyske, HOCHO-
SAHHbLI cyxoil kaueasb. Puzuueckas akmMueHocms ObiAa PE3KO
cHudceHa. [vixanue 6 neekux npogoounoch no 6cem oM,
ocecmioe, Xpunol He gvicayuueanco. Sa0,— 95—97 %. Pe-
3yAbmamel 00c1e008aHUA OKA3AAUCH CACOYIOUUMU:

1. Penmeenoepagpus epydHoil kaemku 6 npsamoii npoex -
yuu: onpedensiemcs HepagHOMEPHAsl NHeBMAMU3ayUus 060uUx
AESKUX 3A CHem MHOJICeCBEHHbIX OUP@Y3HbIX Yy4acmKo8
nHeeMopubpo3a, uepedyrouuxcs ¢ IMpU3EeMamo3Hbvim 830y-
muem 6 padom aedxcaujux 004sx, 60avlue 8 8epXHUX omdeaax
cnpasa. Jleeounulii pucyHok depopmupoeat 3a cuem unmep-
cmuyuanvio2o Komnonenma. Kopru pacwupensi, pucyHok
ux deghopmuposa.

2. @QBJI: genmunayuonHsle HapyuleHus N0 CMeULaHHOMY
muny — peskue pecmpuKmueHble HapyuleHus U 3Ha4yumenb-
Hble 00CMPYKMUBHbIe HAPYUIeHUsL 2eHepaNu308aHHO20 XAPaK-
mepa. DXKEJ — 24 %.

3. KT epyouoil kaemku: 8u3yaiu3upyemcs: Mo3au4Has
nHeeMamu3ayus MKAHU Ae2KUX, Y4aCMmKU GblpadCeHH020
VHAOMHEHUsI 1e204HOU MKAHU 4epedylomcs ¢ y4acmKamu
2UNePBeHMUNAUUYU U KOMNEHCaAMOPHOU am@puzembl; dupghy3-
Hblll SHO0OPOHXUM,; NOpadiceHue 08YCMOpPOHHee, O4eHb pac-
npocmpanenHoe.
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4. /s oughgheperyuanvroii duaeHocmuku mexncoy paseu-
muem neeounoil PTIIX u meduxamenmosnoeo nyasmMoHuma
nposeedena mopakocKonuueckas OUoncus 1e2Koeo.

Tucmonoeuueckoe 3axatouenue: gpazmernmol MKAHU nee-
K020 ¢ 0ughghy3HbIM NHEBMOCKAEPO30M, NepecmpoLiKoil apme-
PULl 3aMbIKAMENbHO20 MUNA, CYICEHUEM UX NPOCEemo8 Ul
NOAHOIL UX 0baumepavueil, MUKpocomosoil mpancgopmayuei
anwveeon u b6poHxos8, obcmpykyuell u obaumepayueii npoceenos
MepMUHANbHBIX 0mM0en08 6poHxuansHo2o depesa. Hepasno-
MepPHAsL CMeUAHHOKAeMOYHAsl 0CNAAUMENbHAS UHPDUAbMPA-
yus mKaueil, peaKmMuUeHas eunepniazus nepubPOHXUANbHOL
Aumepoudnoil mxanu Ha nepugpepuu 6uonmamos. CKonaeHus
AelKOYUmMOo8, CAYUWCHHBIX ANb8E0N0YUUMO8, CAUZU U MAKPO-
aeoeé ¢ npusnakamu ghazoyumosa 8 NPOCEemax COXPaHHbIxX
anveeon. 3akalouenue: ¢ yuemom aHamHe3a, PpeHmeeHoA02U-
YecKoil KapmuHbl, 8 0AHHOM CyYae MOICHO 2080PUMb O KPYHHO-
04a2080M NHEBMOCKAEPO3e C GAA0OMEKYUUM B0CNANECHUEM.

Taxum obpazom, KoHcmamuposan o0b6AUmMepupyOuUL
OpoHXuoaum, 8eposimuee 6cez0, KAk ciredcmeaue NpUMeHeHus.
oycyavghana 6 KOHOULUOHUPOBAHUU 8 COYEMAHUU C MeYeHU-
em xporuueckot PTIIX. Hauama mepanus npeOHu3040HOM
6 dose 1 me/xe (2 200a 9 mec nocne gvinonnenus TICK).

Yepes mecsay nocae HazHaveHus npedHU30A0HA CYOBeK-
MUBHOE COCMOsIHUE YAYHUIUAOCL: nayueHm cman bosee ax-
mueen, ucyesnu odbiuka u Kaweav, Sa0, — 99—100 %,
DXKEJT 603pocaa do 48 %, 00HAKO COXPAHAAUCH BbIPANCEH-
Hole usmenenus Ha KT epyonoii kaemku (puc. 3). Pazsuacs
BbIPANCEHHBII KYUUHROUOHDBLI CUHOPOM, OMCYMCMB08AAd
npubaska 6 pocme.

Yepes 12 mec mepanuu npedHu3010HoM 8 003e 1me/ke/cym
(3 200a nocae TICK) doza npednuzonona chudxicera 0o 0,5me/ke,
3amem — 0o 0,25 me/xe/cym, npoeoousuce excemecsuHole
seedenusn yurnogocpana 400 me/m?, dnrumenvHblil npuem
enuseka 6 dose 400 me 6 cymku.

Yepes 4,5 eo0a nocae TICK ebipascenHoii noaojcumens-
Holl dunamuku no dauHoim KT u DB ne ommeueno npu om-
HOCUMeAbHO CIAOUNbHOM COMAMUYMECKOM COCIOSHUU NALU-
enma. JlanvHeliuas mepanus 2Au8eKom U YUKA0gocharnom
npusHana Heyenecoobpasnoil. IlIpodonxcena mepanus npeo-
HuzonoHom 0,25 me/ke/cym.

Yepes 5 nem nocae TICK: coxpansemcs cmabuavHoe
cocmosiHue, ommeuaemcsi KAUHuueckoe yayuuierue. Peuieno
Hauamy cHudceHue 003bL NpedHU3010Ha, 00bagums K mepa-
nuu Jl-nenuyusnamun (Kynpenun).

Puc. 3. Komnoromepuvie momoepammol (axcuanvrule cpeswl): a, 6 — Ha cpoke 2 200a 10 mec nocae TICK (1 mec mepanuu npeoHu3010HOM): 6 000UX Ne2KUX
BU3YANUBUPYIOMCS YHACMKU HEPAGHOMEPHO20 YMEPEHHO20 YHAOMHEHUsl 1e20HOU MKAHU, CO CHUNCEHUEM NPO3PAYHOCIU Ne204HO20 (hOHA U 0bo2aujeHuem
UHMEPCMUUUANbHO020 PUCYHKA OM NPUKOPHEBbIX 0MOen06 00 nepughepuu ceemenmos; 8, 2 — 8 rem nocae TICK, 5 rem mepanuu npednuzononom: opmupo-
BAHUE YHACMK08 NHEEMODUOPO3A ¢ YMEHbUEHUEM 00e20 00beMa U3MEHeHUIl Ne204HOL NAPEeHXUMbL
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[lossunace npubaska é pocme, ymenvleHUe GblPaAICEH -
HOCmU KYWuHeouoHo2o cundpoma. Jlannble uccae008anuii:
DBI — DPXKXEJT 55 %, ODPB1 — 61 %; KT cpedocmenus
U neekKUX — U3MEeHeHUs 8 NecKUX COOMEEeMCmaym Kapmu-
He BblPadCceHH020 UHMePCMULUAIbHOR0 udpo3a ¢ npeumy-
WEeCMBEeHHbIM NOPAdICEHUEeM aKCUAAbHO20 UHMePCMULUSL.
B dunamuke obsem nopasicenus He y8eauuuacs, Npoepeccu-
pytom umeroujuecs: pubpo3Hsle U3MeHeHUs.

Tepanus 6vi1a npedcmasnena NPeoOHU30A0HOM NO ANb-
meprupyrowei cxeme — 0,25me/ke uepes 0eHv, a3umpomu-
YUHOM, KYNPEHUNAOM.

Yepez 7 nem 3 mec nocae TICK: nayuenmy 15 nem.
Pocm 153 cm, sec 46 ke. Coobusaem o HepecyaapHOM npueme
npenapamos: He NPUHUMAem A3UMPOMUUUH U KYNpeHUA, Obl-
saiom nepepuigsl 6 npueme npeonusonona. DXXEI — 63 %,
ODBI1 — 69 %. Ha KT aeexux — ompuyamenvHas OuHamuxa
6 8ude NosGAeHUs HOBbIX 04a208 udpo3a U yeeauteHus
nAOMHOCIU NPeOCYeCMBYIOUUX.

Jloza npednuzonona yeeauvena 0o 0,5me/ke uepes Oero.

B nacmoswuii momenm cpox om TICK cocmaensem
8 nem. Ilayuenm nonyuaem mepanuio npedrusononom 0,5me/ke
yepe3 dens. [layuenmy 17 nem 6 mec. Obyuaemcs 6 wikone,
uneanuod demcmea. Pocm 160cm, éec 58ke. DXKEJI — 66 %.
Toaepanmnocms k pusuueckum Haepy3Kam ymepennas. Jle-
KapcmeenHas kamapakma (Ha MOMeHm 0CMOmpa He mpe-
oyem xupypeuueckoeo neuenus). Tepanus: npeoHu3040H
0,5me/ke uepes Oenv, kynpenun. KT-kapmuna npedcmasae-
Ha Ha puc. 3.

JlaHHBIN cy4yait pa3BUTHSI O0JIUTEPUPYIOILETro OPOH-
XWOJIUTA C UCXOOM B TTHEBMO(UOPO3 MPUBOJUTCSI HAMU
KaK MprMep TeYeHUsI HEMH(EKIIMOHHOTO MTOPAXKEHUSI JIeT-
kux nocyie TTCK y manmeHTa ¢ MHOXECTBEHHBIMU (pak-
Topamu pucka: npemmectByiomass TT'CK mHTeHCHMBHas
XT, noHOp XEHCKOTOo MoJia y MalreHTa My>KCKOro MnoJa,
npuMeHeHue OycyibdaHa B KOHAUITMOHUPOBAHUY, HAJTU -
yue xpoHuyeckoir PTIIX. Mcropus 3aboneBaHusl oTpa-
JKaeT pa3MuHbIe ACTEKThl BEJEHUS] TaKUX MAIMEHTOB:
HEO00XOIMMOCTD IUTEIbHOTro HabmoneHus nociae TTCK

(HauaJjo mpoliecca — MOYTH Yepe3 3 roma Mmoce YCIeIrHo
MPOBEACHHOW TPAHCIUIAHTALlUU ), TPYIHOCTH ITOA00pA Te-
panuu, pa3BUTHE MOOOYHBIX 2 (HEKTOB JIeueHUs (3aaep-
KKa pOCTa, KyIIMHTOWIHBIA CHMHOPOM, JeKapCTBEHHAS
KaTapakTa). XOTs 3a00JIeBaHHME M €TI0 Teparus He IIpuBe-
JIM K TSDKeJIOM MHBAIMIW3AIMHY MMalleHTa, TeM He MeHee
Ka4eCTBO €TI0 XXM3HM CYIIECTBEHHO HApYIIEHO 3a CYeT
MHOTHX (paKTOPOB: HEOOXOAUMOCTH IIOCTOSTHHOTO IIprieMa
JIEKapCTB U IIPOBEICHMS 00CIeIOBAHII, CHYDKCHUS TOJIe-
PAHTHOCTH K Harpy3KaM 1 HU3KOTO pocTa. B cBs3u ¢ aTim
BIIOJIHE OOBSICHMM OTKa3 IMAIIMEHTa OT TepaIllMy B IOM-
POCTKOBOM Bo3pacte. K HacTosmmeMy MOMEHTY JUTUTEIb-
HOCTb IIpYeMa MpeIHU30JI0HA COCTaBJISIET OKOJIO 5,5 roja,
€ro II0JTHAasl OTMEHa B OJIvDKalfInee BpeMsI MaJoBEPOSITHA.

3aknouenue

TakuM 00pa3oM, Mo3aHNEe HEMHMPEKIIMOHHBIE OCT0XK-
HEHUS CO CTOPOHBI JIETKMX TPEOYIOT IPUCTAITLHOIO BHU-
MaHUSI CO CTOPOHBI KJIMHUILIUCTOB. Ype3BhIYaiiHO BaxKHO
OCYIIIECTBIICHNE KaK MOXHO 0oJiee paHHEl TMarHOCTUKHU
JIAHHBIX OCJIOXXHEHUI, 0COOEHHO 00IUTEPUPYIOLIETO OPOH-
XHMOJINTA, TaK KaK 3TO MO3BOJIIET HAYaTh JICYCHHE B IIEPUOT
HavyaJIbHBIX IPOSBICHUI 3a00JIeBaHNS U, CICI0BATEIHHO,
BOBpPEMSI OCTAaHOBHUTH Ipollecc (PUOPOTUUECKOM TpaHC-
dopmanmu TKaHM JIeTKuX. [IpoCTBIM M TOCTYITHBIM Me-
TOIOM paHHEW AMArHOCTUKU ITO-TIPEKHEMY SIBIISICTCS
IpoBeaeHNe (QYHKIIMOHAIBHBIX JIETOYHBIX TecToB. Hamo
noMHUTh, yTo KT-n3MeHeHs] BO3HUKAIOT Topa3io I03-
Ke, KOTma MHOTHE TaTOJIOTMIECKHE IIPOILIECCH B IbIXa-
TeJILHOI CUCTeMe CTaHOBSTCSI HeoOpaTuMbIMU. [1porpec-
cHsl MMMYHHBIX HapyIICHWII BJIEYeT IIPUCOCIMHEHUE
OPOHXOJIETOYHBIX MH(EKIIMI1, KAaCKaabl U3BMEHEHUM MpU-
BOISIT K ITHEBMOMUOPO3Y, KUCIOPOTHON 3aBUCHMOCTHU
U Iaxe K JIeTaJbHOMY ucxomy. HecMoTpst Ha oTcyTcTBUE
HoBaTOpcKMX IoaxomoB K Teparuu LONIPC, cBoeBpe-
MEHHO HayaToe TPaIWIIMOHHOE JICUCHHE, B TOM YHCJIe
OK®, MoxeT MmpenoTBpaTUTh WHBATUAN3ALINIO U YIyd-
IIATHh KAYeCTBO KU3HM MAlIMECHTOB.
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B pabome onucaro npumenenue kaemouHoeo 6uo4Una 045 NAPanIenbHO0 UCCAe008aHUs MOPDOAOUL, AKMUBHOCIU MADMPAM -De3UCeHm -
Holl Kucaoli gpocghamasvl u sKcnpeccu paznuUHbIX NOBEPXHOCMHbIX MAPKepos Ha aumpoyumax nepugepuueckoii kposu 90 nayuenmos,
nocmynuguux oas 0000c1e006anus ¢ N0O03peHuem Ha gonocamoxiemounslii aeikos (BKJI). Cihopmyauposanvl Kkpumepuu, no3eonsrouue
docmosepro omauuums munuynwtii BKJI om eapuarnmuoit gpopmot BKJI (BKJI-B) u aumgpomut u3 kaemox mMapeuHaibHoOl 30Hbl CeAe3eHKU
(JIKM3C). Yka3zannvie kpumepuu no3eoausu npeonosodcums y 55 uz o6ciedosannvix nayuenmog munuynyro goopmy BKIL, y 7 60abHbix —
BKJI-B u JIKM3C — y 10 nauuenmos. Jlannvie 0uaenosvl, nOCmMagieHHble ¢ HOMOUbIO UCCAe008aHUS HA Ououune, Obiau NOOMEEPICOeHbL
CMaHOapMHbIMU Memodamu OUazHOCMUKU 80 ecex cayuasnx. Takum obpasom, 6uouun moxcem 6bimsd UCNOAb308AH 6 OUhepeHyuanvHol
duaenocmuie BKJI. Boicokas uyscmeumensHocms Memooa no3gonsem 00HapylIcums 8 Kpogu onyxonegoie aumgoyumot dasice npu 2ay0oKoi
AelikoneHuu u Manoii 0one 60PCUHHAMBIX KAEMOK.

Karouesvte caosa: knemounblii 6uouun, 6040CamoKAemo4HbLi AeliK03, 6apUAHMHAS POPMA B0A0CAMOKACMOUHO20 NCHK03A, AUMPOMA U3 Kae-
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We describe an application of a cell-binding microarray — to parallel study of morphology, tartrate-resistant acid phosphatase activity and
detection of surface markers on peripheral blood lymphocytes of 90 patients with suspected hairy cell leukemia (HCL). We have formulated
the microarray-based diagnostic criteria for hairy cell leukemia, hairy cell leukemia variant (HCLv) and splenic marginal zone lymphoma
(SMZL). According to these criteria we have suggested the presence of HCL for 55 patients, HCLv — for 7 patients and SMZL — for 10 pa-
tients from the studied cohort. These diagnoses were confirmed by standard diagnostic methods in all cases. These results show that the cell-
binding microarray can be used in differential diagnosis of HCL, while the high sensitivity of the microarray permits to detect the leukemic
cells in spite of leukopenia and low hairy cell content.
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Bsepnexue

Bonocaroxkierounsrii netiko3 (BKJI) — xpoHndeckoe
JmuMdonponndepatuBHOe 3aboJieBaHUEe, IPOTEKaolIee
C BOBJIEYEHUEM KOCTHOTO Mo3ra u cesne3eHku. BKJI co-
cTaBJIsIeT 0K0JI0 2 % Bcex Jeiiko30B [1]. XapakTepHbIMU
KIMHnYecKuMH TpostBieHusiMu BKJI siBistioTcst prorre-
HYSI, TMMDOITTO3 M CITICHOMETAINSI, 2 HanOoJIee 3HAYMMBIM
IHATHOCTUYECKUM IPU3HAKOM — IIPUCYTCTBHE B KPOBU
UM KOCTHOM MO3Te CyOCTpaTa OImyXoJju, KIIOHAJIbHBIX B-11M-
¢GoLMTOB C XapakTepHOil Mopdoiiorueit 1 MMMyHOpe-
HOTHIIOM «BOpCHHYATHIX KJIeTOK» (BK). ITporounas mu-
ToMeTpus onpenenser BK kak kinoH B-anMmdonuron
¢ xapakrepHbIM 11t BKJI nmmyHodenorurnom: CD19%,
CD207, slgG™*, CD22*, CDl1c*, CD103*, CD25*, CD123*.
Hu onuH u3 nepedncieHHbBIX MapKepoB, OMHAKO, HE SIB-
ngetcst crienm@uaHbiM 11t BKJI, TockonbKy 4acTh U3 HUX
MOXKET BCTPEYaThCs Ha OITyXOJIEBBIX KJIETKAX U IIPU APYTUX
XpOHHYECKUX B-3peokiIeTouHbIX 3a001¢BaHUSIX, B TOM
yuciie BapuantHoit ¢opme BKJI (BKJI-B) [2], mumdome
M3 KJIETOK MapruHaIbHOI 30HHI cenedeHku (JIKM3C) [3].
B nmutepatype ommcanbl Kak ciaydan BKJI ¢ CD103~ unn
CD25~ onyxoneBbIMM KieTKaMmu [4], Tak u ciaydan CD11c*
n CD103* npyrux XpoHU4eCcKUX JUMbOonpoandepaTus-
HBIX 3a0071eBaHuMii [5]. Hanmmane muMdoLmToB ¢ BBIpocTaMu
LIMTOITIA3MBI, MOP(OJIOTUIECKH CXOKUX C BOPCUHYATBIMU
JUM@POIIUTAMHU, TaKXKe CBOMCTBEHHO He ToJbKo BKII,
Ho u BKJI-B, n IKM3C. Emie ogHuM MeTOA0M, UCITOJIb-
3yeMbIM nipu auddepeHumranbHoi nuarHoctuke BKII,
SIBJIICTCS OTIPENIeJICHNE aKTUBHOCTH B OITYXOJICBBIX KJIET-
Kax TapTpaT-pe3nucTeHTHOM Kucioit (pocdarassl (TRAP)
LUTOXUMUYECKH 1 ¢ omoiibio TRAP-cniettmduanbix
MOHOKJIOHAJIPHBIX aHTUTEI.

JnddepenunanbHas IMarHOCTUKA TUITMYHOMN (POPMBI
BKJI ¢ JKM3C u BKJI-B numMmeer 60J1b110€ 3HaYeHUE, TT0-
CKOJIbKY TiociegHue, B oTiauuue oT BKJI, pe3ucTteHTHBI
K Tepanuu MHTepPepoOHOM U aHaJIOTaMU MypUHOB (KJja-
IPUOWH M TIEHTOCTAaTHH). 715 IOATBE pXKISeHHS JUarHo3a
«BOJIOCATOKJIETOYHBIN JIEAKO3» ONTUMAaIbHO OOHapyXe-
HHE B KPOBM MJIM KOCTHOM MO3Te ITallieHTa BCeX XapaK-
tepuctuk BK (xapakrepHoif MOp¢h0I0TiH, aKTUBHOCTH
TRAP 1 umMyHO(heHOTUTIa) OTHOBPEMEHHO, TTOCKOJIBKY
MMMYHO(MEHOTHUIT U MOP(OoJIOrnyecKre 0COOEHHOCTH KJle-
TOK JaHHBIX OITYXOJIeH CYIIIEeCTBEHHO IIePEKPHIBAIOTCS.
OnHako CYIIECTBYIOIIVE Ha CETOMHSIIHUI OeHb Oua-
THOCTHYECKIE METOIbI HE TTO3BOJISTIOT IIPOBOIUTD JaHHBIC
HCCIeNOBAaHUS HA OJHUX M TexX e KieTkax. JuddepeH-
LMAJIbHBIN TUArHO3 «BOJIOCATOKJIETOYHBIN JIEMKO3» B CIIy-
yae abeppaHTHOTO UMMYHO(hEHOTHIIA WJI HECTaHIAPTHOM
MOP(}OJIOTY MOXET IIPEICTaBIISTh CYIIECTBEHHYIO TPYI-
HOCTb. JlaHHY10 TTpo0JIeMy ITO3BOJISIET PEIIUTh UCTIOIb30-
BaHUE KJIETOYHOIO OMOoYHUIa.

buouun (puc. 1) mpeacrasisier co0oi MPO3pavYHYIO
IUIACTUKOBYIO TTOMIJIOXKY, Ha KOTOPOX UMMOOWIN30BaHbI
a"tuTena K CD-a"nTureHam numdouunToB (puc. 16). buo-
YUIT UHKYOUpYyeTcd ¢ cycreH3ueir numM@ouuToB. JIuM-
Go1nTHI, HeCcyIIne OIMpPeaeICHHBIN TOBEPXHOCTHBIM aH-
TUTEH, CBSI3BIBAIOTCSI C UMMOOWIM30BAaHHBIMY Ha OMOYHIIC

aHTuTeNaMu K HeMy. [Toce aToro K cBsi3aBIIMMCS ¢ OMO-
YUIIOM KJIETKaM MPUMEHSIOTCSI CTaHIapTHBIE METOIBI
MOPGHOJIOTMYECKOM MIIN IUTOXUMHUYECKOIM OKpPacKHU, pas-
paboTaHHbIe 111 Ma3KoB. Ha KiieTouHOM O1ovuIie 1OCTU-
raeTcs BRICOKAs, IT0 CPABHEHUIO C Ma3KOM, TIOBEpXHOCTHAS
KOHIICHTPALIMS KJIETOK, YTO JaeT BO3MOXKHOCTb OOHApY-
KMBaTh Jaxe penko BcTpevaromrecss BK (puc. 1ac). Kpo-
Me€ TOr0, OMOYMII ITO3BOJISIET «COPTUPOBATH» KIJIETKH 11O X
IMOBEPXHOCTHBIM aHTUTCHAM, YTO 00eCIIeuMBaeT IIPOBe-
neHue Koppesunu mopdosorun BK ¢ nMmmyHodeHOTH-
om (puc. 10).

PaHee ObLIO 1TOKa3aHO, YTO MJIOTHOCTb CBSI3bIBAHUS
MOHOHYKJICapoB IeprhepuUIeCKOl KPOBHU C aHTUTEIaMU
K antureny CDx, HopMUpoBaHHAs HA TUIOTHOCTH CBSI3BI-
BaHUS KJIETOK Ha aHTUTEJIaX IOJIOXKUTEIIBHOTO KOHTPOJIS,
COBMANaeT ¢ MOJeH KIETOK, IMOJOXUTeNbHBIX 1Mo CDX,
B MCCJIEAYeMOI KJIIETOUHOM CYCIIEH3MM, a MOP(OJIOTUs
HOPMAJIPHBIX M MATOJIOTMIECKUX JINMQOIIUTOB ITepude-
pUUYECKOi KpOBY Ha OMOYMITEe COBIAAAET ¢ MOP(OJIOrueii
TeX Xe KJIETOK B CTaHIapTHBIX Ma3Kax (A.H. XBactyHoBa,
C.A. Ky3HelioBa, HeOITyOIMKOBaHHBIC TAHHBIE).

Ha ocHoBaHMM IuTepaTypHBIX JaHHBIX HaMU OBLIA
copMyIMpOBaHBI TUATHOCTUIECKIEC KPUTSPUM IS TUD-
depenumanbHoii nuarHocTuku BKJI ¢ momoriibio 6rouna.

Iennio nanHo# padoTHI OBLIA BaTUIALINSI KPUTEPUEB
nuddepeHanbHoi nuarHoctrku BKJI ¢ momobio Kie-
TOYHOI0 OMOYMIIa, a TaKXKe UCCIeq0BaHue 0COOeHHOCTEe!
nMMyHodeHoTHnIa, Mmopdoaorni u aktuBHocTu TRAP
B IIOMYJISILIMH OITyXOJICBBIX JIMM(POIIMTOB ITAIIUEHTOB C TI0-
no3penuem Ha BKJIL.

MayueHmbl U Memoabl

H320moeaenue 6uouunos. Ha moxpoBHbIe cTeKIIa 22 X
22MM ¥ tommmHOi 0,2MM M3 TacTUPUIIMPOBAHHOTO
nonuBuHmxinopuna (Fisher Scientific, USA) HaHOCHMIN
PacTBOPHI MOHOKJIOHAJIbHBIX MBIIITMHBIX aHTUTEN K CD?2,
CD3, CD5, CD7, CDI10, CD16, CD19, CD20, CD21,
CD22, CD23, CD38, CD45, CD56 (OO0 «CopbeHT»,
Mocksa), CD4, CD8, CDll1lc, CD13, CDI14, CDI15,
CD25, CD33, CD41a, CD43, CD45ra, CD45ro0, CD64,
CD85j, CD103, CD123, CD200, CD235a, HLA-DR, IgM,
K ¥ A JIeTKUM LiersiM Ig, a Takke cMech MBIIIUHEBIX 1gG
(eBioscience, USA) B kapboHaT/0MKapboHaTHOM Oydepe,
pH 9,4-9.6, B KoHueHTparmu 0,25—0,50 Mr/mi1 1o 1 MKJ1/misiT-
HO, TIOMEIIIAJIA BO BJIAXKHYIO KaMepy 1 BeIASPXKUBAIHN 14 4
ripu +4 °C, 3aTeM BLICYLIMBAINA U MHKYOUPOBaIK vac ¢ 6 %
BSA (6pramii ceiBopoTouHbIN ab0ymMuH) B PBS (ocdarHbrit
Oydep) IMpr KOMHATHOM TeMITepaType, OTIOJIACKMBAIIN TUCTHI-
JMPOBaHHOI BOMIOH, BHICYIIMBAIM 1 XpaHwiu ripu +4 °C.

Anaauz aumgoyumos npu nomouiu Kaemo4uHozo buouuna.
MoHoHyKIIeapsl epudeprIecKoit KpOBU MOTYJATH ITyTeM
LIeHTpU(YTUPOBaHUS B rpagueHTe ruioTHocT! Histopaque-
1077. CycneH3uio MOHOHYKJIeapoB (5 x 10° ki1eTok/mi
B PBS ¢ 1 % BSA u 20 % 3MOpHOHAJIbHOI Te/ISIYbEii Ch-
BOPOTKM) HAHOCUJIM Ha OMo4uI, MHKyoupoBaiu 30 MUH
npu 4 °C, OTMBIBaIN OT HecTeu(bUIECKH CBSA3aBIINXCS
KJIETOK, BBICYIIIMBAJIN 1 OKpamunBaju 1o Ilamnmenreimy.
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Puc. 1. [Ipunyun paboms 6uouuna: a — 6UoO4uUn co cé3a8UUMUCT MOHOHYKAAPAMU Nepudepueckoll Kposu 300p06oeo doHopa, okpacka no Ilanneneeii-
My; 6 — cxema pacnonoyceHus NMeH aHmumen Ha Guouune; 8 — OUOYUN CO CEA3ABUIUMUCS MOHOHYKAeapamu nepugepuyeckoii kpogu nayuenma ¢ BKJI,
okpacka no Ilanneneeiimy; ¢ — gpomoepaghus Knemok, ces3a8uiuxcs ¢ ummoouruzoeanuvim anmumenom k CD3, oxpacka no [lanneneeiimy, yeeauuenue % 40;
0 — HOPMUPOBAHHAS RAOMHOCIb CES3bI6ANUS AUMPOUUMO8 nepugepuyeckoil kposu nayuenma ¢ BKJI na 6uouune, kpacuvie npsmoyeonsnuxku — BK, cunue
NPAMOY20NbHUKU — OCIMAAbHbIE KAeMKU, e—3 — Mopghonoeudeckas Kapmuua Kaemox, ceszasuiuxcsa ¢ anmumenamu k CD3 (e), CDI1lc (uc), CD45 (3),

okpacka no Ilanneneeiimy, yseauvenue x 1000

IIpu onpeneneHnn MMMyHO(peHOTUIIA TUM(POLIMTOB
Ha OMOYHIIe IIPOIIEHTHOE COolepKaHUe KJIETOK, SKCIIpec-
cupytonux antTureH CDx, ompenersuin KaK IJIOTHOCTb
CBSI3BIBaHMS KJIETOK ¢ aHTU-CDX Ha 6uounrie, HOpMUPO-
BaHHYIO Ha TUIOTHOCTD CBI3bIBaHUS ¢ aHTU-CDA45. TTnor-
HOCTh CBSI3bIBAHHUS KJICTOK OIIpeAeIsUIach IIOICYETOM
B nnporpamMmax Imagel u CellProfiler.

Axmuernocms mapmpam-pe3sucmenmuou Kucaoi gpocgpa-
masol 6 aumgouumax Ha duovune OIPEILISIACH METOIOM
Tonpaoepra—bapku [6] ¢ mobaBiaeHreEM TapTpaTa HATPUS
B KOHIICHTpaLWH 7,5 MT/MJI.

Ilayuenmot u obwan KauHU4eCKas XapaxKmepucmura.
B pabote nccnenoBaHbl 00pa3ibl neprudepruIecKoil KpoBU
90 manmenToB ¢ mopo3peHrem Ha BKJI. OcHOBHBIMU K-
HUYEeCKUMU Tpu3Hakamu 3adojeBaHuss BKJI 6butn maH-
LIUTOTICHUS C TUMMOIMTO30M U cIUieHOMeranus. Penko
HaOJII0IaJI0Ch YBEIMICHHE TUM(bAaTUIECKUX Y3JIOB, U 0~
YTH BCETIa 3TO YBeJWYEHHE Kacajoch He mepudepude-
CKHX, a BHYTPU- M 3a0PIOIIMHHBIX TPYII JTUMDOY3I0B
B BOPOTAaX IIeYeHU U cefie3eHKU. MeauaHa Bo3pacTa 00IbHbIX
coctaBuia 54 (17—82) roga. Cpeau nanuentoB 19 (21 %)
OBLIM MOJIONOTO Bo3pacTta — oT 17 mo 45 net. Habmona-

JIOCh IpeodJIagaHre JTUI MY>KCKOTO I10JIa C COOTHOIIIE-
HueMm M: XK 1,3:1. JleiikoneHus BeisgBIeHa B 60 cirydasx,
MeJraHa YpOBHS JI€KOLUUTOB cocTtaBmia 3,1 x 10°kiu/n
(c pas6pocom 0,7—115 x 10° ki /7).

Juaenocmuka. JlnarHo3 «BOJI0OCATOKJICTOYHBIN Jieii-
KO3» YCTaHABJIMBAJICSI B COOTBETCTBUU C YTBEPKIACHHBIM
TIPOTOKOJIOM TMATHOCTUKU [7] Ha ocHOBaHUU MOP(dOIIO-
TUYECKOTO aHaIr3a neprudepruIecKoit KpOBU M ITyHKTATa
KOCTHOTO MO3Ta, TUCTOJIOTUYECKOTO MCCICIOBAHUS TPE-
naHobuornTara, onpeaeiaeHus TRAP B mazkax KpoBU Wi
KOCTHOT'O MO3Ta IIUTOXUMHUYECKIM METOIOM, BBISIBJICHMS
mytaunu reHa BRAF V60OFE meTomoM nonuMepa3Hoi Ler-
HOM peakIUu W Pe3yJbTaTOB UMMYHO(DEHOTUIINPOBA-
HUSA TUMGOLUTOB NeprudepruIecKoil KPOBU MIN KOCTHO-
IO MO3Ta.

Jluaznocmuueckue Kpumepuu 6040CamoKxAemo4Ho2o aeli-
K03a Ha Kaemoynom 6uouune. Ilociae MHKyOAII MOHOHY-
KJIeapoB IepudeprIecKoil KpOBU KaKI0Tro U3 ITAIIMEHTOB
¢ OMOYMIIOM, OTMBIBKU M OKPACKM MCCIIEI0BAIach MOp-
(ororust KJIeToK, CBSI3aBIINXCS ¢ KaXKIBIM 13 UMMOOYIIH-
30BaHHBIX AaHTUTEJI, ¥ TIPOU3BOIIIICS ITOACYET JIUMGbOIIUTOB
C BOPCHHYATBIM WU (PECTOHYATHIM KPaeM IIUTOILIA3MEL.
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Jns onpenesieHUss TMMYHOMDEHOTHUITA KJIETOK C MaTOJIO-
TM4YecKoil MopoJiorrueil cHayajga IMPOBOJMUIICS ITOACYET
IAaHHBIX KJIETOK, cBs3aBIIMXxcs ¢ aHTU-CD45 (monoxu-
TeJbHBII KOHTPOJIb), TSI OTIPEISIICHUS pa3Mepa OITyXOJIH.
OrmyxoJieBble KJIETKA CUMTAINCH ITOJOXUTSIBHBIMUA 10
Mapkepy CDx, eclii IUIOTHOCTB KJIETOK C IIaTOJIOTMIECKO
MopdoJiorueii, cg3aBmmxcs ¢ aHtu-CDXx, mpeBbIiana
75 % OT IUIOTHOCTU JAaHHBIX KJIETOK Ha IOJIOXUTEIbHOM
KOHTpoJIe. KIToHAIbHOCTD OIpeneIsiiach IO CBSI3bIBAHMIO
OITyXOJIEBBIX KJIETOK C aHTUTeIaMM K kappa u lambda ner-
KHM HETSIM UMMYHOTLJIOOYJTMHOB.

Jdunarnoctuueckue Kputepuu aias BKJI, BKJI-B
n JIKM3C Ha ocHOBe aHau3a TMMMOIIUTOB Ha OMOYuTIIe
ObUIM c(hOPMYIMPOBaHBI HA OCHOBAHUHU JUTEPaATYPHBIX
JMIAHHBIX 0 MOP(hOJIOTUH, IIMTOXUMUM Y UMMYHO(hEHOTHIIE
JMGOLIMTOB NepudepUIECKOii KpOBU MPU JaHHBIX 3200~
neBaHudx [5, 8—11] u 6butn cnenyommMu. JInartos «Bo-
JIOCATOKJIETOYHBIN JIEMKO3» IIPEAIIOJIarajics, €Cau B KpOBU
O0OHapy:KMBaJli MOHOKJIOHA/ILHYIO TTonyissunio BK Ha aH-
turenax K CD11c, CD103, CD25, CD123, CD19, CD20,
CD22 u peakuust Ha TRAP B BK ObI71a TTOJT0KUTEIHHOIM.
BKJI-B nipearonaranu B ciiydae CBI3bIBAHUS OITyXOJIEBBIX
KkieTok ¢ anrturesamu K CDI11c, CD103, CD19, CD20,
CD22, orcyTcTBUSA CBA3BIBaHUS ¢ aHTUTeNaMu K CD25,
CD123 u orpuniatensHoii peakiiuy Ha TRAP B omyxoure-
BBIX KJIeTKaX. B ciydae, ecim mOIyIsIIins OITyXOJIeBbIX
KJIETOK ObLIa MOP(OJIOTMYECKHU pa3HOPOIHA, B YaCTHU KJIe-
TOK HaOJIIOAJIach BAKYOIM3AIIKs B IIUTOILIA3Me, OTASTb-
HBIE€ KJIETKN UMEJIN KOPOTKIE IIMTOILIA3MaTUIECKIE BhI-
pocThl [12] 1 omyxoseBble KJIETKM OBIIIN MOJI0XUTEIbHBI
mo maH-B-ximerounbiMm Mapkepam CD19, CD20, CD22
n IgM, Ho He CD11c, CD103 u CD123, To mipearmonara-
Joch Hanmmaue y namuenTa JIKM3C.

Pe3ynbmambl UGCNeRoBaHuA

u ux o6eyHaenue

B pabote ObL1M KCCaea0BaHbI IIJIOTHOCTD CBSI3bIBAHUS
¢ 6uountioMm, Mmopdonorust u aktuBHOcTh TRAP nmumdo-
LIUTOB Ttepudeprdeckoit Kposu 90 marmeHTOB ¢ MOA03pe-
HueM Ha BKJL. ¥V 55 (61 %) GonbHBIX Ha OCHOBaHUM ChOp-
MYJIMPOBAHHBIX BBIIIIE TUATHOCTUIECKUX KPUTEPUEB ObLIO
npenmnonoxeno Haauuve BKJL. YV 7 (8 %) nanueHToB oIy-
XOJIEBBIE KJIETKY OTJIMYAJIMCH cJ1aboii akcmnpeccueit CD25
Ha OITyXOJIEBBIX KJIETKAX 1 OTCYTCTBUEM aKTUBHOCTU TRAP,
YTO COOTBETCTBYET IpeIoxKeHHbIM Kputepusim 1uist BKJI-B.
Hecsitu (11 %) GobHBIM ObLI IOCTABJICH IIPEABAPUTEIb-
HBII TUarHo3 «1mM@oMa U3 KJIETOK MapriuHaJIbHOM 30HbI
ceJie3eHKN». Y ocTaBIImMXcs 18 manyeHToB pe3yJIbTaThl UC-
CJIeIOBAaHMS KJICTOK Ha OMOYNTIIC HE YIOBIETBOPSIIN IIPe-
JIOXKCHHBIM HaMHM IHarHocTHYecKuM Kputepusm BKII,
BKJI-B u JIKM3C, npu stom y 12 (14 %) 601bHBIX OHKO-
reMaToJIOTMYECKUX 3a00JI€BAHUI BBISIBJIEHO HE ObLIO.

[Tpu cpaBHEHNM ITOJTYIEHHBIX PE3YJIBETaTOB C OKOHYA-
TEJIbHBIMU TMAarHO3aMM, ITOCTaBJICHHBIMA Ha OCHOBAaHUU
COBOKYITHOCTH KJIMHUKO-JIa00PaTOPHBIX ITHATHOCTHYEC-
CKHMX METOIOB, 0Ka3aJloCh, YTO JJISI BCeX 72 IMAllMeHTOB,
KOTOpPbIM Ha OCHOBaHMM OuoyuMna ObUIM MOCTaBJECHBI

npeaBapUTeabHbIE JUAaTHO3bI «BOJIOCATOKIETOUHBIN JIeii-
K03» (55 OOJIBHBIX), «BapHaHTHAs (popMa BOJIOCATOKIIC-
TOYHOTO JiefiKo3a» (7 MaureHTOB) WIN «<IuMdboMa U3 KJie-
TOK MapTUHAJIBHOW 30HBI cejie3eHK» (10 OOJIBHBIX),
JIaHHBIC JUArHO3BI IONTBEPKICHBI CTAHAAPTHON AMarHoO-
ctukoi. JIng 12 mamyeHToB, Y KOTOPHIX IPU UCCIIEI0-
BaHUM JTUMGOLMTOB neprudepudeckoii KpOoBU OMOYUIT
H€ BBISIBUI OTKJIOHEHUIA OT HOPMbI, UI3MEHEHUIA IIPU UC-
CJIeNOBaHUM mNepudepruIecKoil KpOBH CTaHIAPTHBIMHU
MeTOoJaMU TakKxKe OOHapy>KeHO He ObLI0. Y OCTaBIIMXCS
6 GOJIBHBIX OBUTN BBISIBJICHBI IPYTHI€ OHKOTEMATOJIOTye-
CKue 3a00J1eBaHMS (XpOHMUECKII TMMMOJICHKO3, OCTPHIi
MUEI00JIaCTHBRIN JIeliKo3, T-KieTouHas nuMdoma). ITo
CBUIIETEJILCTBYET O TOM, UYTO BHIOpaHHBIE HAMM TUATHO-
CTUYeCcKre KpUTEepUr paboTaloT U MOTYT ObITh UCIIOIb30-
BaHbI pu 1P depeHunanbHoi nuarnoctuke BKJI ¢ mmo-
MOIIbIO KJIETOYHOTO OMoYuIna.

Ob6wuit ummynogpenomun aumgpoyumos. st Bcex
90 mauMeHTOB, BOIIECAIINX B UCCIIEIOBAHNE, C TIOMOIIBIO
OMoumIIa OIIpenesIsyIach HOPMUPOBAaHHAS IJIOTHOCTD CBSI-
3bIBaHMS TUMOOIIUTOB HA BCEX aHTUTEIaX ITaHeIn O1o-
yurra. Mcosib3oBaBIasics IaHeIb aHTUTE]I IIPeICTaBIcHA
Ha puc. 16 1 BKItouaeT Kak aHTuTesa K B- u T-kierou-
HBIM MapKepaM, TaK 1 K MapKepaM, UCIIOJIb3yeMbIM IIPHU
nuddepennuanbHoit nuarHoctuke BKJI: CD1l1c, CD25,
CD103, CDI123[8, 9].

Cpeny mauyeHToB ¢ TUrmaHoi (popmoit BKJTy 25 60m1b-
HBIX 13 55 BcaeaCcTBUE HEOOJIbIIIOTO KOJIMYECTBA OITyX0JIe-
BBIX KJIETOK (0T 1 10 25 % BceX TMMQOILIMTOB), TUIOTHOCTU
CBSI3BIBAHMS JTUMGOIIUTOB ¢ aHTUTEJIAMU K MapKepam
T-u B-mumdormutos (CD2, CD3, CD4, CD5, CD7, CD8,
CD19, CD20, CD22) He OTIMYaJINCh OT IUIOTHOCTEM CBSI-
3bIBaHUS, TOJYYEHHBIX UIST IUM@OIIUTOB 55 3MOpPOBHIX
JIOHOPOB (pHC. 2a, KpaCHbIE U CUHUE CTOJIOMKN COOTBET-
CTBEHHO), a 3HAUNMBbIC OTJINYMSI B INIOTHOCTH CBSI3bIBAHUS
10 CPaBHEHUIO ¢ HOPMOIT HaOJIOIAINCh TOJBKO TSI aH-
tuten K CD11c, CD25, CD103, CD123.

Ha puc. 26 npuBeneHbI TUCTOIPaMMbl UMMYHO(DEHO-
turoB JuMdounToB 10 manueraTos ¢ JIKM3C (cunue
cronoukm), 7 marueHToB ¢ BKJI-B (kpacHsbIe cTOIOMKM)
u 30 60bHBIX ¢ TUTIMYHOM (popMmoit BKJI, msg koTophix
KoMnm4ecTBO B-nmMdornnTos npesbiaino 25 % (3en1eHble
cton6ukm). [ Bcex 3 Tpymnm IMamydeHTOB XapaKTepHO
3HAYMMOE YBEJIMUYCHUE TUIOTHOCTH CBSI3BIBAHUS KJIETOK
¢ anTuTeaaMu K B-xirerounbiM mMapkepam CD19, CD20
u CD22 110 cpaBHEHHIO C HOPMOI (puc. 2a, CHHUAE CTOJ-
ouxkmn). s TumrmaHoii u BapuanTHo# popm BKII 3Haum-
MBI€ Pa3IMIMsI 110 CPAaBHEHHUIO ¢ HOPMOI HaOIIOOAINCH
B IUIOTHOCTH CBSI3BIBAaHUS JIMMPOIIUTOB ¢ aHTUTEJIAMHU
K CDl11c u CD103. JIumdouuTsl, CBI3aBIIMECS C aHTHU-
tesamu K CD25 n CD123, 6611 HailineHbl B KOJIMYECTBE,
MPEBBIIIAIONIEM HOPMY, TOJIBKO Y OOJIBHBIX C TUITMYHOM
dopmoit BKJI.

Mopgoaoeuueckue xapaxmepucmuxu onyxo.neevix Kie-
mok. B iepudeprnieckoit KpoBU BCEX IMAITMEHTOB C TUTTY -
Hoit popmoii BKJI 6b1a obHapykeHa momynsaius BK,
cocrasisiBiias ot 1 1o 97 % Bcex mumboUNTOB (Menua-
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Puc. 2. Meduarns: omrocumenvHoli NAOMHOCMU C8A3bIBAHUS AUMPOYUMOE NepupepuUecKoil Kposu ¢ Pa3UYHbIMU AHMUMEeAaMU Ha Ououune: a — 55 300poebix
doropos (cunue cmonbuku) u 25 nayuenmos ¢ BKJI, dns komopuix koauvecmeo B-numpouumos ne npegviuano 25 % (kpacuvie cmoabuxu); 6 — 10 nauyuenmos
¢ JIKM3C (cunue cmonbuku), 7 nayuenmos ¢ BKJI-B (kpacuvie cmoabuku) u 30 nayuenmoa ¢ munuunsim BKJI, das komopuix koauuecmeo B-aumepoyumos
npegoiuano 25 % (3enenvie cmoabuxu). Cmoabuku 0603Havarom 3nauenue meouarsl, ycol — 10—90 % doeepumenvhoiii unmepean. 36e3004Ku NOKA3bI8AIOM
AHMUZEHbL, HA AHMUMeNax K KOMopsim Habadarocs snavumoe (p < 0,01) omauuue 6 nIOMHOCMAX CEA3bIBAHUS KACMOK

Ha — 19 %). BK npencraBisiin co6oit 1uM@OLUThL 1a-
MeTpoM oT 10 10 16 MKM CO CpeaHMM W11 OOJIBLIMM KOJIU -
YECTBOM LIUTOITIa3MBbI 0J1ETHO-TOITy00T0 WIIA CEPO-TOIIyOOro
LIBETa C HEPOBHBIM, BOPCMHYATHIM, N3PE3aHHBIM WIN (e-
CTOHYATHIM KpaeM. fnpo KJIeTOK Kpyrjioe, OBaIbHOE,
pexe 6000BUIHOM MM TAaHTEJIEBUIHON (DOpMBI, MHOTAA
BCTpevanuch aByxsiaepHbie BK; simepHbIil XpoMaTuH pa3-
PBIXJICHHBIH, TEeKOHACHCUPOBAaHHKI (puc. 3a—e). Y 12 u3
55 mauueHToB ¢ TUNMYHOM popmoit BKJT (22 %) Habmo-
JAJICh KPYIMHBIE BOPCUHYATHIC TUM(MOIUTHI ¢ XPOMAaTH -
HOM B BHIIE TOJICTBIX HUTEH M HAIMINEM BUIUMBIX SIIPBI-
ek (puc. 3e). JlaHHbIe alleHTHI ObLTN JIMOO HA IO3MHEH
cTaguu 3aboJieBaHMs, 100 paHee OHU IOJydalll Kypc
Tepanuu, He xapakrepHoi juist BKJI. Y 6 GonbHbBIX JaHHOM
TPYIIIb BOPCUHYATHIC TMMMOIIUTHI OBLIHN ITOJIOXKUTEILHBI
mo CD10.

ITpu BKJI-B y Bcex 7 malieHTOB OITyXOJIeBbIe KJIETKHU
B I1K Obu1M npencTaBiaeHbl KJIETKAMU ¢ KOPOTKUMMU LU~
TOILIa3MaTUYECKUMU BBIPOCTAMU, BHITISTYNBAHUSIMU 1M~
TOILIa3Mbl, PACIIOJIOXKEHHBIMU HEPABHOMEPHO 110 KOHTY-
py kietku (puc. 3d). LluToriasMa HEKOTOPBIX KJIETOK
OblJ1a BaKyoJM3UpOBaHa. ¥ BceX MalMeHTOB B CpeIHEM
B 20 % KJIETOK BU3yaJlU3UPOBAIOCh OMHO OKPYIJIOE S -
PHIKO. Y 2 13 7 00JBbHBIX OBIIM OOHAPYKEHBI KPYITHBIE
BK, kxaxk ipu tunmmunHoit popme BKII.

TTpu JIKM3C onyxonessle KiieTkn B ITK 6bu11 cpefi-
HHUX pasMEpoOB C SApaMM IIPAaBUWJIbHOM OKPYTJIOU WK
OBaJIbHOM (DOPMBI C PBIXJION WIIM TJIBIOYATOM CTPYKTYPOil
XpoMaTHhHA U IIMPOKOM roiay0oil LUTOIIa3MOM, 4acTo
¢ TIEpUHYKJICAaPHBIM IIPOCBETICHUEM, B PEAKHMX CIIydasx
BakyoJim3upoBaHHOM. B cpenteM B 10 % Ki1eTOK BU3yallv-
3MPOBAJIOCH OTHO OKPYIJIOE SIAPHIIKO. Y 2 13 10 mauyeHToB
y 4aCTH OITyXOJICBBIX KJIETOK IIMTOILIa3Ma 00pa30BhIBajia
KOPOTKME [UTOILIa3MaTUIECKIE BEIPOCTHI, JTOKAIU30BaH-
HbIE, KaK MpaBIJIO, Ha OMHOM U3 ITOJIIOCOB KJIETKU (puc. 3e).

Ilumoxumuueckoe onpedeaenue mapmpam-pesucmenm-
Holi Kucaoi hocpamasvt 6 aumgouumax. 1nsa 84 nammeH-
TOB MPOBOAUJIOCH IUTOXUMUYEcKoe onpeaeaeHue TRAP
B JmM@oLnTaX mepudeprudecKoi KpoBu: B Ma3Kax y 26 %
naureHToB Uy 74 % GOJIBHBIX — C UCIIOJIb30BaHUEM KJIE-
ToyHOTO Oroumnmna. CuiabHasg aktTuBHOCTh TRAP BoisiBISI-
JIach B BUZIE TpaHyJI SIPKO-KPAaCHOTO IIBETa B IIMTOILIA3ME
JMMOOIUTOB, cliabas aKTUBHOCTh — B BUAEC TOMOT€HHOTO
PO30BOT0 OKpaIIMBaHUS LIMTOIUIa3MbI. [luToxuMmaeckast
akTuBHOCTHh TRAP ObUTa CHIBHO TTOJIOKUTEIBHOI BO BCEX
49 uccnemoBaHHBIX ciydasx tunumyHoro BKIJI, muinb
B eqnHMYHBLIX BK Habmomanack ciabas akTUBHOCTD Gep-
MeHTa (puc. 40, 8, e, xc). lluroxmmudeckast peakiuus Ha
O0MOYMIIe HE OTIMYAIACh OT IUTOXMMUYECKON peaKnu
B Maske (puc. 40, e). Bo Bcex 7 cyuasix BKJI-B (puc. 4e, 3),
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Puc. 3. Mopgonoeuueckas kapmuna aumgouumos, ces13a6uuxcs 6 NAMHAx ouoyuna: a — npu munuvroi gopme BKII, cesazasuuxcs c anmumenom k CD45,
u 6—e — ¢ anmu-CD1Ic. Ha pucyrke a moxcrHo eudems 2 HopmanvHolx aumgoyuma (caeea) u 1 BK (cnpasa); 0 — npu BKJI-B, cés3asuiuxcs ¢ anmumenom

Kk CD19; e — npu IKM3C — ¢ namne aumu-CD19

Puc. 4. Mopgonoeuneckas u yumoxumuyeckas (peakyus Ha TRAP) kapmunsl 6opcunuamuix aumpouumos pazruunovix nayuenmos ¢ BKJI: a, 0 — 6 maske
xposu nayuenma b. c munuunvim BKJI; 6, e — 6 namuax 6uoyuna anmu-CD45 nayuenma E. c munuunvim BKJI moscro éudems 2 HopmansHuix aumgoyuma,

ompuyamenvivix no TRAP (enu3y) u 1 nonoxcumenstyio no TRAP BK (ssepxy); 6,

2, 3 — 6 namuax ouoyuna aumu-CD 19 nayuenma M. ¢ BKJI-B

10 cayyasx IKM3C u g5 18 maumeHTOB 0€3 OHKOTreMa-
TOJIOTMYECKUX HAPYIICHUI UM C APYTUMU IUAarHO3aMK
aktuBHOCTA TRAP B 0myx0J1eBBIX KJI€TKaX BBISIBIICHO HE
OBLIO.

Hmmynogpernomun onyxoaesvix kaemox. Oco6eHHOCTH
MOP(OJIOTUN U UMMYHO(DEHOTHTIA OTYXOJIEBLIX TUMQO-
mTOB nieprdepryeckoii Kposu nauueHToB ¢ BKJI, BKJI-B
n JIKM3C npencrasineHsl B Tabiaune. s TMIUYHON
dopmer BKJI xapakrepHo cBs3biBanne BK ¢ anturenammu

e — 6 namuax ouovuna anmu-CD 19 nayuenma E. npu munuunom BKJI;

K B-xierounbim anturenam CD19, CD20, CD22 u tu-
mmmaHbMu 111 BKJT anturenamu k CD11c, CD25, CD103,
CD123. B psae ciyyaeB ObUIO 0OHAPYKEHO TaKXKe CBSI3bI-
Banue BK ¢ anturesamu k CD2 (10 %), CD5 (4 %), CD10
(24 %), CD23 (13 %), CD38 (4 %) u IgM (22 %), 1o on-
HoBpeMeHHoro cBsi3biBaHusl BK ¢ antutenamu x CD5
n CD23 obHapyKeHO He ObLIO.

OnyxoJieBble KJIETKU mneprudeprudeckoii KpoBU BCex
7 matmenToB ¢ BKJI-B cBsasbiBanuch ¢ anturenamu K CD19,
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CpasHeHue 0aHHbIX MeOUAH KOAUYeCmEa AelKOUUmos, NPOUEeHmMa Onyxonesoix KAemok, Mopghoaocu4ecko20 ucciedo8anus, uccaedo8anus UMMyHope-
HOMUnNog aumgoyumos, yacmomoi ovisiererus mymauuu cena BRAF V60OE u pe3yaomamos peakyuu Ha TRAP onyxonegvix aumpoyumos nayuenmos

¢ BKJI, BKJI-B u JIKM3C

TTauuenTsl
Ne JlaHHbIE Pe3YJIBTATOB PA3IMYHBIX UCCJIETOBAHMIA
munuynas gpopma BKJT BKJI-B JKM3C
1 Menuana kommyectBa WBC (muanason), x 10° ki/a 2 (0,7-26) 41 (3,4—115) 6(2,2—110)
2 MenuaHa IIpoIEHTa OITyXOJIEBBIX KIETOK, % (Iuama3oH) 19 (1-97) 87 (23-96) 70 (25-96)
CB$13bIBaHME OITYXOJIEBBIX KJIETOK C aHTUTEJIAMH K:
Kappa 45 % 57 % 60 %
Lambda 55 % 43 % 40 %
CD19 100 % (55/55) 100 % (7/7) 100 % (10/10)
CD20 100 % (55/55) 100 % (7/7) 100 % (10/10)
CD22 100 % (55/55) 100 % (7/7) 100 % (10/10)
IgM 22 % (12/55) 0% (0/7) 80 % (8/10)
CDllc 100 % (55/55) 100 % (7/7) 20 % (2/10)
’ CD103 98 % (54/55) 71% (5/7) 10 % (1/10)
CD123 96 % (22/23) 0% (0/3) 0% (0/10)
CD2 9% (5/55) 0% (0/7) 0% (0/10)
CD5 4 % (2/55) 0% (0/7) 0% (0/10)
CD10 24 % (13/55) 29 % (2/7) 0% (0/10)
CD23 13 % (7/55) 0% (0/7) 10 % (1/10)
CD38 4 % (2/55) 0% (0/7) 30 % (3/10)
CD25 100 % (55/55) 0% (0/7) 10 % (1/10)
4 [MonoxutenbHast peakuusi Ha TRAP 100 % (49/49) 0% (0/7) 0% (0/10)
5 Myrauws rena BRAF V600E 100 % (55/55) 0% (0/7) 0% (0/10)
Mopdosiorust KIeTokK:
C BOPCHHYATHIM WM (DECTOHYATHIM KpaeM IIUTOILIA3MbI 100 % (55/55) 27 % (2/7) 0% (0/10)
: ;ﬁgg;};ﬁggﬂﬁfonﬂmMamqeCKMMI/I BBIPOCTAMH, 18 % (10/55) 100 % (7/7) 20 % (2/10)
® IMpouenT BK ot 0611ero KomyecTBa KJIETOK, CBSI3aBLIMXCSI C aHTUTEJIOM K:
CDllc 90 % <30 % 0%
CD103 90 % <30 % 0%
CDI19 80 % <30 % <10 %

CD20, CD22u CDI11c. OCHOBHBIM OTIMYMEM B UMMYHO-
deHoturie ommyxoseBbix KjieToK npu BKJI-B ot TunuuHoit
¢dopmbl BKJI siB1s110Ch OTCYTCTBUE CBSI3bIBAHUS IATOJIO-
rmdeckux KieTok 1pu BKJI-B ¢ antn-CD25 1 antn-CD123.
Y 5 (71 %) nauyeHTOB OIyXOJIeBble KIETKU ObLIM O0HA-
pyxensl Ha anTu-CD103, y 2 (29 %) — na antu-CD10.
Bo Bcex 10 cayyasx JIKM3C onyxoJieBble KJIETKUA
skcnpeccupoBanu CD19, CD20, CD22. Y yactu nanyeH-
TOB OOHAPYKEHO CBSI3BIBAHME MATOJIOTMICCKUX JTUMOO-
1mToB ¢ antutenamu ¢ CD11c¢ (20 %), CD103 (10 %), CD25
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(10 %), onHAKO OMHOBPEMEHHOIO CBSI3bIBAHUS C AHTUTE-
JIaMH K JIIOOBIM IBYM 13 YKa3aHHBIX MApKePOB He HAOJIO-
JIanochk. UMMYHOMEHOTHITBI OITyXOJIeBBIX KJIETOK BCEX T1a-
nueHToB ¢ BKJI, BKJI-B, IKM3C, nmoay4eHHbBIE TPU
HUCCIeIOBaHUU Ha KJIETOUHOM OMOYMUIIEe, BKII0Yas abep-
paHTHy10 3Kkcnpeccuio CD5, CD10 u CD23, oblnu 1moj-
TBEePKACHBI pe3yIbTaTaMM IIPOTOYHOM IMTOMeTpru. Uc-
KJoueHue cocTasisu Mapkep CD123, Hanmuune KoToporo
OBLIO MCCIIEAOBAHO C IIOMOIIBIO IIPOTOYHOTO IIUTOMETpa
JIVIITD JUTIST HEOOJIBIIIOTO YKC/Ia TTAIIMeHTOB.
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IMockonbky B Hopme CD11c u CD103 ipucyTCTBYIOT
Ha OYEHb MAJIBIX CYOIOMYISIUAX INMMOIIUTOB ITepude-
puuecKoii KpoH [13], cBI3bIBaHME HOPMAJIBHBIX JIMMGO-
LIMTOB C aHTUTEJIAMHU K JaHHBIM MapKepaM IMPaKTUIeCKU
orcyrcTByeT. [ToaTtoMy TMMGOIIATEI, CBS3BIBAIOIINECS C AaHTH-
CDl1lcu antu-CD103, mpencTaBisioT co0oii mpakTuye-
CKHM YUCTYIO IMOMYJISILIIO OITYXOJIEBBIX KJIETOK, UTO YIIPO-
IIAeT UX IMOACYeT U Mopdosornaeckuit aHaaus. [IporeHT
CBSI3aBIIMXCA KJIeTOK ¢ aHTHTeNamu K CD11c u CD103
cosragan ¢ goneit BK, ooHapyXeHHBIX TTpu MOPGhOJIOTH -
YeCKOM MCCIeoBaHUM TMMMOLIMTOB B IIATHaX aHTH-CD45,
U C pa3MEePOM OITyXOJIU, OIIPeNeICHHBIM METOIOM IIPOTOY-
Hoi nutoMeTpuu. ¥ namueHToB ¢ BKJI nonst BK cpenun
KJeTok, cBs3aBmmxcs ¢ aHTu-CD1lc u antu-CD103,
cocrapisia 70—100 % (cm. TaGiumity). B To Xe BpeMs, 1)1t
nauveHToB ¢ BKJI-B monsa nuMdonuToB ¢ nuroriazma-
TUYECKMMU BBIpOCTaMM cocTasisiia MeHee 30 % ob1ero
KOJIMIECTBA KJIIETOK, CBSI3aBIIMXCS C aHTUTEIaMM K JaHHBIM
MapkepaM, T. €. OOJIBIINHCTBO OIYXOJIEBBIX KJIETOK P
BKIJI-B He saBastorcst BopcuHYaTBIMUA. OTMETUM, YTO MOP-
doornyeckast pa3HOPOTHOCTD OIYXOJIEBBIX KJICTOK P
JIKM3C xopomro usBectHa [14, 15], Ho ninsg BKJI-B ona
IMoKa3aHa BItepBble. HeomHOpomHOCTE MOPDOIOTHIECKO-
ro coctaBa CD11c*- 1 CD103*-mumdporuros npu BKJI-B
MOXeT TaKKe OBITh MCIOJIb30BaHa IMpu JuddepeHIaIb-
HOM TMarHocTuKe ¢ THnm4Hoi popmoit BKII.

Mapxkep CD11c 0b11 0OHapy:>KeH Ha OITyXOJIeBbIX KJIEeT-
Kax BceX MallMEeHTOB C TUTTMYHOM 1 BapUaHTHOI (hopMaMu
BKJI u y 20 % nauuentoB ¢ IKM3C B cOOTBETCTBUU
¢ JuTepaTypHbIMU AaHHbIMU [9, 13, 16]. CD103 BbIcO-
KocTreMMUIHBIHN W1 TUIIHO# ¢hopmbl BKJI n, B MeHb-
meit crenenu, BKJI-B [5, 9, 13, 16] Obu1 o6HapyXeH
Ha MOBEPXHOCTU OITyXOJIEBBIX KJIETOK 54 13 55 uccieno-
BaHHBIX TarreHToB ¢ BKJI 1 5 13 7 manmentoB ¢ BKJI-B.
CD25, 1o HaIlM JaHHBIM (CM. TaOJIUILY), SIBJISIETCS IJIaBHBIM
MOBEPXHOCTHBIM MapKepoM, omindaroiyM BKJI or BKJI-B,
YTO COIIACYETCS C JaHHBIMU JIMTEPaTyphl [9, 16].

CDI123 B mocnenHee BpeMsI aKTUBHO MCIIOIL3YeTCS
npu auarHocTtuke Jieiiko3os [17]. [Toka3zaHo, 4TO BO Bcex
ciydagx craHgaptHoit ¢popMbl BKJI ommyxoneBbie KIIeTKU
noyioxkuTenbHBI 1o CD123 ¢ BEICOKOI 3Kcpeccueii faH-
Horo Mapkepa [9—11], mpu BKJI-B CD123 mpucyrcr-
BYET Ha OITyXOJIeBbIX KJIeTKax juiib B 40 % ciydaeB, Ipu

JIKM3C — meHee yeM B 25 % cityyaeB U Bceraa ¢ HU3KUM
ypoBHeM 3Kcnpeccud [9, 10]. B Hameit padore CD123*-
OIYXOJIEBBIE KJIIETKM ObUIM OOHapyKeHbI B 96 % cirydaes
tunuyHoro BKJI u He Obu11 0O0Hapy>KeHBI HU Y OJHOTO 13
marreaToB ¢ BKJI-B umu JIKM3C.

s Bcex oOciiemoBaHHbBIX OOJIbHBIX OMPEAEISIOCh
TaKkXKe HaJInyye B OMYXOJEBBIX KieTKax mytauuu BRAF
V600OE. MHorodnciaeHHbIe UCCIeIOBaHUS TOKa3bIBaIoT,
YTO M3 BCEX FeMOOJIACTO30B JaHHAsI MyTaLMsI XapaKTepHa
TONBKO U151 cranaaptHoit popmer BKJT [18, 19]. B namem
HUCCIeNOBAaHUM BCe 55 MalMeHTOB ¢ TUIMMMYHON (hopMoit
BKIJI 6b111 tonioxxuteabHbl 110 BRAF V60OE, n B cooTBeT-
CTBUM C JINTEPATYPHBIMU JAaHHBIMU HU y OJHOTO M3 TAIIH-
enToB ¢ BKJI-B u IKM3C panHag myranus He Obuia
oOHapyxXeHa.

3aknouenue

HMcnonb3oBaHWE KIETOYHOTO OMOYMIIA TO3BOJSET
OTHOBPEMEHHO HCCIIEA0BATH MOPMOIOTMIECKIEe OCOOEH-
HOCTH OITyXOJIEBBIX JIMM(OIIUTOB, BEISIBUTh aKTUBHOCTD
TRAP u onpeneiuTh MapKepbl, IPUCYTCTBYIOIIME HA 10~
BEPXHOCTH KJIETOK OIIpeneIeHHOM MOP(OJIOTUY WIIN CO-
nepxainue aktuBHyio TRAP. Takoit moaxon obGjeryaer
u yckopsieT auddeperumanbHyio auardoctrky BKIT, BKJI-B
n JIKM3C, B TOM uncie ¥ Ha paHHUX 3Tarax pa3BUTUS
3a001eBaHUSI, ITOCKOJIBKY BCE TMArHOCTMUECKY 3HAYMBIC
ITOKAa3aTe TN OIPEICIISTIOTCS TTapaJUIeIbHO, B OMHOM M TOM e
00pas3lie, a BBICOKAsl IyBCTBUTEIBHOCTD OIIMCAHHOTO M-
TOmA ITO3BOJISIET OOHAPYKUTH OITyXOJIEBBIC JIMMMOIIUTHI
Jaxe Mpy DIyOoKoM JierikoreHruy 1 Majioii nojie BK B kpoBu.
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PoraueBa» 3a npenocTaBieHHYIO BO3MOXHOCTb BbITTOJIHE-
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Tpuobpemennas HelimponeHus — 00HO U3 CAMBIX HACMbIX COCMOSHUIL 8 NPAKMUKE 0eMCK020 2eMAmoaoea. Dmu cOCMOAHUS, KaK NPaguo,
npomexarom 64a20npusmHo. B omauuue om HUX 8DONCOEHHbLE HEIMPONEHUU — COCMOSHUS O0CMAMO4HO pedKue, HO 8 OMCcymcmaeue namo-
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Neutropenia in pediatric hematology/oncology practice

E.A. Deordieva, A. Yu. Shcherbina

Federal Research Center of Pediatric Hematology, Oncology and Immunology named after Dmitriy Rogachev,
Ministry of Health of Russia; 1 Samory Mashela St., Moscow, 117198, Russia

Acquired neutropenia is one of the most common conditions in pediatric hematology practice. These conditions usually are benign. In con-
trast, congenital neutropenia are rare conditions, but in the absence of pathogenic therapy can cause fatal complications. Approach to the
differential diagnosis and management of these patients are discussed in this review.

Key words: acquired neutropenia, congenital neutropenia, granulocyte colony-stimulating factor, immunization

HeiiTponieHus 9acTo BCcTpedaeTcsl B IpaKTUKE TeMa-
TOJIOTa/OHKOJIOTA U OIpeNesIeTCsl KaK CHIUXKCHHE abCco-
JIFOTHOTO KosimdecTBa HerTpodmioB (AKH) B mepudepu-
yeckoii KpoBu MeHee 1,0 x 10°/71 y geTeii 1o roga u MeHee
1,5 x 10°/n1 y 6osee cTapiiyx nauueHTos [1].

Brigesnstior BpoxKneHHBIE (TeHETUYIEeCKH O0YCIOBIICH-
HBIE) U IIpHOOpeTeHHBIC HeliTporieHun [2]. besycioBHO,
NpUOOpPETeHHbIE HEUTPOIEHUU COCTABSIOT OOJbIIMH-
CTBO 1 TpeOYyIOT nudPepeHIINaTbHOTO JUaTHOCTUYECKOTO
U TEPaIleBTUYECKOTO ITOAX0/IA.

Bce rematosiorn/oHKOJIOTH XOPOIIO 3HAKOMEBI C MH-
IyLAPOBAHHOM ariia3ueit KpoBeTBopeHUs1. OqHaKO 00Cy-
XKIEHHME IMOIXOMO0B K HEHTPOIICHNH BCIICACTBHE aIlIa3uK
KPOBETBOPEHMS Ha (pOHE XMMHUOTEPAIIUH, TTOCIe TPaHC-
IJTAHTALIMY CTBOJIOBBIX remMatornoaTrdeckux kinetok (TTCK)
¥ TIPY BPOXIACHHBIX M MIPUOOPETEHHBIX arIacTUIeCKUX
COCTOSTHUSIX BBIXOJINT 32 PaMKM JaHHOM ITyOIMKALINN.

Hau6Gonee yacrasi mpuyrHa BO3HUKHOBEHMSI HEUTPO-
MEHUIT B IETCKOM BO3PACTe — 3TO OCTphie MHQEKIIMU.
IIpakTuuecku nr0b6ast BUpycHasi U HEKOTOPbIe BUIbI OaK-
TepUAJIbHBIX MHMEKIINI MOTYT COIPOBOXIATHCS TpPaH-
3UTOPHBIM CHIDKEHHEM KOJIMYECTBA HEUTPODIIOB B IIe-
pudepryeckoil KpoBu. HeliTpornieHMs B Takux ciaydasx
KYIUPYETCSI CAMOCTOSITEJIbHO TI0 Mepe BBI3IOPOBICHUS
OT ATUX 3a00JIeBaHMI 1 IIPAKTUIECKU HUKOTIA HE COIIPO-
BOXIACTCS OCJIOKHEHUSIMH.

Pexxe BcTpeuaroTcs JeKapCTBeHHO-MHIYIIMPOBaHHBIE
HeliTponieHuu (Taodu. 1). MHoOrme JeKapcTBEHHBIE TIpeTia-

paThbl, BEICTYIIAs B POJIY TAaIITEHOB, OITIOCPEAYIOT pa3pylie-
HHE HEUTPODUIOB WIM UX IPEAIIeCTBEHHUKOB UMMYH-
HoIi cucTteMoii. B 3ToM ciyyae HelTporeHus pa3BUBaeTCsI
B CpemHeM Ha 15-e¢ cyTKuM ITocjie Hadajia IIpueMa Iipera-
para [3].

3HaYMTETBLHYIO JOJIO MPUOOPETEHHBIX HEUTPOTIEHUIA
cocTaBisiioT uMMyHHBIe HeliTporieHun (MH). Bozaukaror
OHM B PE3yJIbTaTe ITOBBIIICHHON NECTPYKIIUM HEHTPO-
¢uI0B MO BO3MEHCTBHEM ayTO- WM aJUIOAHTUTPAHYIIO-
LIUTApHBIX aHTUTEN. AHTUTPaHYJIOLUTApHBIC aHTUTEA
00b19HO sBJIsTIOTCS IgG-aHTUTE IaMU 1 HATIpaBJIeHBI IIPO-
TUB cieInuPUIecKX HeUTpopuIbHBIX aHTUreHoB HNA la
n HNA2b [4]. InarHo3 6a3upyeTcs Ha BLISIBJICHUY aHTU -
HEHUTPOGMIBHBIX AaHTUTE.

B 3T0i1 rpy1e BBIOCISIOT HEOHATAJIBHYIO aJUIOMM-
MyHHYIO HeiTporeHuoo. Ilarodusmonorus ee cxoxa
¢ pazButeM Rh-kondnukra. CocTosiHIE BO3HUKAET B pe-
3yJIbTaTe BBIPAOOTKN MAaTepPbhIO aHTUTEJ IPOTUB HEHTPO-
(UITBHBIX aHTUTEHOB IUTIOAA. AJUTOMMMYHHAsI HEMTpoIIe-
HHS OOBIYHO He TpeOyeT Teparuy U IIPOXOIUT CIIOHTAHHO
IO Mepe €CTECTBEHHOIO KaTaboIm3Ma MaTepUHCKNUX aH-
TUHENATPOMPUIBLHBIX AaHTUTEN B IepuepruIecKoii KpoBH [5].

AyronMMyHHasI (4acTo Ha3eiBaeMas mpocto MH) Heli-
TPOIICHUSI XapaKTepU3yeTcs BbIPAOOTKOI ayTOaHTHUTEN
K TOBEpXHOCTHBIM aHTUTeHaM HeltpodwmioB. OHa,
B CBOIO OYepenb, ITOAPA3ICIIICTCS Ha IIEPBUIHYIO U BTO-
puunyo. Bropnunas MH pa3BuBaeTcs Ha (poHe KaKoro-
100 ayTOMMMYHHOTO 3a00JieBaHMsI, KaK IpaBUJIO, CUC-
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Taomuna 1. Jlekapcmeennvie npenapamet, cnocoOHble 8b136ams HelmMpOneHuIo

AHTHOMOTHKH, CYIb(haAHNIAMHU/IBI,
NPOTHBOTYOEPKY.Ie3HbIE,
AHTUTEJIbMUHTHbIE,

NPOTUBOBUPYCHBIC MpeNnapaThbl AIIUKIIOBUD

AHaJIbreTHKH

AHTHIICHXOTHYECKHE npenapartbl

Taytorepu o, KJIo3aruH
M AHTHENPECCAHTHI

ITpoTHBOCYIOPOXKHBIE CPEACTBA

AHTHTHpPEOHTHbIE MPENapaThl Tuama3zon

CepaevHo-CoCYAMCThIE MPEnapaTh

AHTHTHCTAMMHHbIE npenaparbl l_[I/Il'[OJ'[I)CbeH, PaHUTUIVH

JIpyrue JeKapcTBeHHbIE MpenapaTbl

TEMHOIO XapakTepa — CUMCTEMHOM KpaCHOI BOJIYaHKM,
PEBMaTOMIHOTO apTpuUTa, TpaHyJeMaTo3a BereHepa u mp.
Teparmnust BTOpu4HOIi HEUTPOIIEHMU ITPOBOAUTCS B COCTa-
BE KOMILUIEKCHOTO JICYCHHSI OCHOBHOTO 3a00JICBaHMSI.

IlepBuunass MH, xak mpaBujio, 1e0I0OTUPYET B IIEPBbIC
3 roma XW3HM, MUMEET HOOPOKAYECTBCHHBIN XapakTep
u B 90 % ciydaeB pa3peliacTcsl CaMOCTOSITEIbHO B Teue-
HHUe HECKOJIbKUX JIeT. Y 6osbHbIX MH onpenensiorcs ayto-
aHTHTEJIA K pa3IMYHBIM ITOBEPXHOCTHBIM aHTUTEHAM Heli-
tpocdunios: FeyRIIIb (CD16b), LCAMb (CD11b/CD18), C3b
koMmIuieMeHTapHoMy perieriropy (CD35), FeyRII (CD32)
[4]. Mexanu3Mmbl Bo3HMKHOBeHMsT MH 10 KoHIIAa He M3-
BecTHHI. B KayecTBe maroreHeTHIeCKMX (DAKTOPOB paccMa-
TPUBAINCH HACJICICTBEHHAS IIPEAPACIIONIOXKEHHOCTD, aCCO-
muaumu ¢ onpeneneHHsIM HLA-deHoTrnmom, nHdeKIms
NapBOBUPYCOM B j, 0OIHAKO YETKMX 3aKOHOMEPHOCTEM
BBISIBJIEHO He ObLIO [6].

JrarHo3 0CHOBaH Ha BBISIBIICHUY aHTUTPAHYJIOLIATAP-
HBIX aHTHUTE, OMHAKO OBLIO IIOKA3aHO, UTO NaXkKe ITPU KOM-
OMHALIMKM Pa3IMIHBIX TECTOB (HAIpUMep, UMMYHOMITYO-
PECLICHTHOTO U aIJTIOTHHUHOBOI'O) MMEETCSI HEKOTOPAsT OISt
OOJIBHBIX, MMEIOINX TUITNIHYIO KIIMHUYECKYI0 KapTUHY,
OIHAKO OTPULIATEIbHBIE TECTHI Ha ayroaHTuTea [6]. Heii-
TPOITEHUS Y TAKUX OOJIbHBIX KITACCUDUITNPYETCS KaK «HIHO-
ImaTuJecKasi», OMHAKO B OOJIBIIMHCTBE CIy4aeB IMOApasy-
MEBaeTCS €€ UMMYHHBII MEXaHU3M.

B xoctHOM Mo3re 6onbHbIXx MH rpaHynouuTapHbiit
POCTOK, KaK IIPaBWJIO, He M3MEHEH. B HEKOTOPBIX cirydasix
OTMEYAETCST TaK Ha3bIBAEMBIN «OOPBIB CO3PEBAHMSI», O~
HaKO 3TO BCeTaa JOCTAaTOYHO MO3MHMI OOPHIB, HA CTaIUH
3pesbiX (hopM. B HEKOTOPBIX CIIydasx MOXHO BBISIBUTH
Makpodaru, (parouuTUpyoIIe CeHCUOMIN3NPOBAHHBIE
aHTUTEJIAMU TPAHYJIOLUTHI (Ta0JI. 2).

MH kpaiiHe peiKO COIPOBOXIAETCSI 3HAUMMbIMU UH-
(eKIMOHHBIMU OCJIOKHEHUSIMM U TpeOyeT crennpuie-
CKOU TepaIy TOJIBKO B PEIKUX CITyJasix.

JnarHos «uauoraTndeckast HeMTpOIeHUSI» YCTaHAB-
JIMBAETCS IPY UCKITIOUECHNH (MJI HEMOCTATOYHBIX TAHHBIX
JIIJIST TIOCTAHOBKM) BCEX APYTMX BHIIICTICPEUNCICHHBIX TTPH-

[MennummMHLL, LedanocnopuH, BAHKOMUIIVH, XJ10paMdEHUKOJ, TeHTAaMUIIH, KIMHIAMULIVH, JOKCALlK-
KJIVH, Tpu3e0(dyIbBUH, TUHKOMULIMH, HUTpodypaHbl, u3oHuasun, [TACK, pudamnuunH, CTpenTOMULIVH,
cybhaHWIaMUIbI, 3TaMOYTOJI, MEOEHIA301, IeBAaMU30J1, IUMPOdIOKCALIMH, TPUMETONPUM, 3UTOBYIUH,

ALETUICATULIMIIOBAs KUCIOTA, MHAOMETAllH, UOynpodeH, aMUIONUPHH, (PeHITOyTa30H, CYIMHAAK

Kap6amasenus, nuasenam, (GeHUTOMH, BAILIIPOAT HATPUS

[IpoxanHamun, KanTONpuJ, MPONPaHOJIOI, TUAPATa3uH, METWIAOMNA, HU(ETUITMH, TPOIaHOPM

AJLIOTYPUHOJI, KOJIXUIIMH, aMUHOTJYTeTUMUI, (haMOTUIMH, Oe3aduodpat, yramua, TaMokcudeH, meHu-
IMJUTaMWH, GeHUHAUOH, TUXJI0PIUDEHUITPUXIOPITAH, STAHOJ, CITMPOHOIAKTOH, JIEBOJOMA

YUH HeUTponeHUYeckux cocTostHuii. K 3Toil Xe rpymmne
OTHOCSIT BBIIEIIEMYI0O MHOTUMH aBTOPaMU B OTIEIbHYIO
KaTeTOPHIO «T00POKAUYECTBEHHYIO HEUTPOIIEHUIO IETCKO-
IO BO3pacTa». DTO YaCcTO BCTPEUAIOIIEECS COCTOSTHUE, KaK
IIPaBUJIO, BBISIBISIEMOE Ha IIEPBOM-BTOPOM IOy KM3HU
CIIy4JaiiHO, IIpY IJITAHOBOM IIPOBEACHUH OOIIEero aHaIu3a
kpoBu. Jlaxxe npu AKH menee 500 B MK y neTeit He OT-
MEUaeTcsl 3HAUMMBIX WH(PEKIIMOHHBIX 3IIM3010B, 0ojiee
TOT0, TCYCHNE MHTEPKYPPEHTHBIX 3a00JI¢BaHN, KaK ITpa-
BWJIO, COIPOBOXIACTCS OBICTPBHIM MOBBIIIICHUEM YHCIIa
I'PaHyJIOLIUTOB J0 HOPMAJIBHBIX 3HaUYeHM . OIHO U3 IIpe-
JIaraeMBIX OOBSICHEHMIT 3TOro (heHOMEHAa — MapTHHALIMS
HENTPOGUIOB, YTO IIPUBOIUT K apTehaKTHOU HEUTpOIIe-
HUU IIpU 3a00pe KPOBHU, YTO IT0 CYTH HE COIPOBOXKIACTCS
CHIDKEHHEM BBIPAOOTKY WX pa3pylIeHHeM HEUTPO(DIIOB
[7]. Takue geTy He TpeOYIOT TOMOJTHUTEIbHBIX JUArHOCTH-
YECKUX U TeM 0oJiee TeparieBTUYECKIX MEPOIIPHSTHIA.
HauGonee TsoxkenbiMu, XOTS UM KpaiiHe peJKUMU CO-
CTOSTHUSIMHU SIBJISTIOTCSI BPOXKIECHHBIC HeiiTponneHnu. W3-
BECTHO MHOT'O BPOXIEHHBIX CUHIPOMAIBHBIX COCTOSIHUIA,
BaXXHBIM CHUMIITOMOM KOTOPBIX SIBJISICTCSI HEUTPOIICHUS

Taoauna 2. Cocmag epanyr04umapHo20 pocmKa KOCMHo20 Mo3aa 6onb-
Hoeo MH
KiieTouHbie 3;1eMeHThI Hopma, % Touka 1, % Touka 2, %

HenuddepeHunpoBaHHbIe

GJIACTHBIE KIETKU =2 L 2
MuenobaacTer 0,8—3,3 — —

TTpoMuenouuThI 2,8—5,8 1,2 3,2
MuenonuTtht 8,5—11,9 9,6 10,8
MeTtamMuenouuThb 7,1-9 6,0 7,2
[TanoukosinepHbie HEUTPODUIBI 14-25,4 13,4 15,2
CerMeHTosiiepHble HelTpodmsl  13,3—22,5 9,2 10,4
CymMma HeitTpobuioB 45,774 39,4 46,8
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(cungpom IlIBaxmana—/laiimoHga, cuHapom bapt, rim-
KOT€HO3BI, BpOXIECHHBIN AUCKepaTo3 U ap.) [2] (Tadm. 3).

Tabmua 3. Heiimponenus 6 cocmage CUHOPOMAAbHOU NAMOAO2UU

Ten 3abosieBaHue

Perynupyionie MeTaboin3m

rmoxoss (SECIA4 GEPC3) | norer03 Ib; aminienmm

Perymupytoniue m3ocomanbible  CuHapoM Yenumak—Xuraiiu,
dbynxkuuu (LYST, RAB27A, cuHapoM [puctienm, CHHIpOM
ROBLD3/p14, AP3, VPS13B) Tepmancku—Ilymiak u ap.

Konmupytomue pubocomanbieie  Cunapom LlIBaxmana—/laiiMoHa,
6esiku (SBDS, RMRP) cuHapom Mak-Kplocuka

Konupyroiiue MUTOXOHAPUATb- PeTUKyIsSIpHAs TUCTEeHE3 s,
Hble 6enku (AK2, TAZ) cuHapom bapra

Cunnpom WHIM (GoponaBku,

CXCR4
MMMYHOIE(hULIUT, MUETOKATEKCHC)

OHaKO IO TEPMUHOM «TsDKejask BPOKICHHAsT Heli-
tponeHusi» (TBH) mompasymeBaeTcst n3onpoBaHHas, He-
crHApoMaibHast hopMa HeliTporreHnn. K oCHOBHBIM IeHaM,
moBpexxaeHHbIM Ipu TBH, otHOCSTCT ELANE (ayTocoM-
HO-ITOMUHAHTHBIN TUII HacaenoBaHus), HAX (ayrocomHO-
pelieCCUBHBIN TUIT HacjaenoBaHus), WASP (X-cuerieH-
HBII TUIT HACJICIOBAHMS) M HEKOTOpBIe Apyrue [8] (Tadr. 4).
Kpowme Toro, mipu Bcex THIIaX HACASIOBAHMUS CYIIECTBYIOT
0OJIBHBIC C HEM3BECTHBIMM HA HACTOSIIIMI MOMEHT TeHe-
THUYECKUMU Je(HEeKTaMMU.

Tadmmua 4. lenemuueckue ochosvt TBH

Ten 3abosieBaHue Tun HaciaegoBaHusA

TBH, nukmuyeckas

ELANE e (L) AyTOCOMHO-TOMUHAHTHBIN
HAX1 TBH AyTOCOMHO-PELIeCCUBHBII
GFI1 TBH AyTOCOMHO-PELIECCUBHBIIT
WASP X-cueruieHHasl HeUTPOoreHUst X-CLeMIeHHbII

TCIRG1 TBH AYTOCOMHO-IOMUHAHTHBIA

Oo6pamasce K uctopuu nsydyenus TBH, cnenyer ymo-
MSIHYTb, 4TO B 1956 I. IIBEACKMIA TIeAUATP ¥ BOSHHbII Bpay
R. Kostmann (1909—1982) BriepBbIe oImrca HaclaeLyeMoe
10 ayTOCOMHO-PELIECCUBHOMY THITY TSLKEIO0e 3a00IeBaHIE
y 6 JeTeii oT 0JIM3KOPOACTBEHHOIO OpaKa, Ha3BaB €ro «MH-
aHTWIBHBIN HACIEACTBEHHBIN arpaHyJIOLUTO3» [9], mo-
3Xe HaszBaHHoe cuHApoMoMm KoctmaHa. BriocienctBuu
B 9TOi1 ceMbe OblJia BhIsIBJIeHA MyTauus reHa HAX [10].

Bcrpeuaemocts TBH cocrasisier nmpuOan3uTeIbHO
1 cyyaii Ha 200 ThIC. HaceaeHus. PenkocTh 3a001eBaHus
3aTPYIHSET IPOBEACHNE MAaCIITAOHBIX UCCIICAOBAHUI 10
M3y4EeHUIO JaHHOM Ho3osoruu. ITostomy B 1994 1. ObIn
co3fgaH MexxayHapoIHbI PErucTp TSKEI0M XpOHUYECKOM
HenitporieHum (Severe Chronic Neutropenia International
Registry, SCNIR) ¢ 1enplo n3ydyeHUsI KIMHUYECKOTO Te-

YeHHsI, CIIOCOOOB Tepalmuy M pUCKa 3JI0KAaYeCTBEHHOM
sBoJiouuu y mauveHToB Kak ¢ TBH u IIH, Tak u ¢ gpyru-
MM TSDKEJIBIMM XPOHNYECKUMU HEUTPOITICHUIECKUMU CO-
crosiHusMHU [11]. I1o gaHHBIM perucTpa, a Takxe 1o Ha-
M COOCTBEHHBIM JaHHBIM [12], ¥y ~ 60 % 6oabHbx TBH
BBISBIISIIOTCSA MyTauuy reHa ELANE. MyTtaliuu 3Toro reHa
TakxKe MpUBOIAT K pasHoBugHoct TBH — I1H [13, 14].

TBH — 3aboneBaHue, BO3HUKAIOIIEE BCASACTBUE I'e-
HETUYECKU OOYCIIOBJIEHHOTO 0JioKa muddepeHInpPOBKA
HEUTPOGIIOB B KOCTHOM MO3T¢ Ha YPOBHE IIPOMMEIO-
LIMTOB/MUEIOUMUTOB (Ta0JI. 5), YTO BEACT K MOCTOSIHHO-
My cHxennio AKH B mepudepundeckoili KpoBU MeHee
0,5 x 10°/11, ¥ KIIMHUYECKU POSIBIISIETCS PA3BUTUEM C paH-
HETO BO3pacTa peLMINBUPYIOLLIX, TSKEIIbIX, HEPEIKO JIETallb-
HBIX, OakTepualbHBIX MHpekuii [15]. IIH otnmmuaeTcs
MMePUOINYHOCTBIO CHIDKEHHUS HEUTPpO(UIOB: BO BpeMs
3—5-nmHeBHOI HelTponneHnYecKoi ¢pa3sl AKH cHmkaer-
cs 1o yposust 0—0,2 x 10°/1, a B ocTaBlleecs: BpeMsi BOC-
craHaBJIMBaeTcs 10 HopMbl. KnuHunuyecku LIH npoTtekaer
Oonee OJlaronpuaTHO, MH(MEKLINY BO3HUKAIOT, KaK Ipa-
BWJIO, TOJIBLKO BO BpeMsl HelTporneHndeckou ¢assl [16],
TeM He MeHee CMepTHOCTh OT nH(ekuwmit nmpu LIH noxonut
1012 %.

Tabmuua 5. Cocmas epanyroyumapHo2o pocmKa KOCMHO20 M032a 60AbHO-
2o TBH

Kierounbie 31eMeHTbI Hopma, Toukal, Touka2,

% % %
MuenobmaacTsr 0,8—3,3 1,0 0,8
TTpomuenonuTh 2,8—5.8 0,4 0,5
Muenouutst 8,5—11,9 0,8 0,8
MeraMuenoUuThI 7,1-9 1,6 1,6
[TanoukosaepHble HEUTPODUIIBI 14-25,4 2,4 2,6
CerMeHTOosIIepHbIe HEUTPOM MBI 13,3-22,5 — 0,8
Cymma HeUTpohUIIoB 45,7-74 7,8 7,5

Xots y Bcex 6oabHbIx TBH ¢ panHero Bo3pacra Ha-
OmromaeTcsl arpaHyJaouMTO3 (0€3 Tepamuu), IO HAIINM
HabmoaeHusIM, y MHorux gereit ¢ TBH B HeoHaTanbHOM
IepHoe OTMEUYATIOCh HOPMAJIbHOE YMCJIO TPAHYJIOLIUTOB.
Tak, y 10 Hammmx naumeHToB ¢ TBH, y KOTOpBIX OBIITH 10~
CTYITHBI PE3YJIBTaThl aHAIM30B KPOBHU, BHIITOJIHEHHBIX B ITEP-
BBl Mecs1l xku3HH, cpenHee AKH coctaBmno 1841 xi/MKin
u BappupoBasio oT 50 mo 4100 xi/Mki1. Takum obGpasom,
HaJIMYMe HOPMAJIbHOTO aHaI3a KPOBU B TIEPBBIN MECSIIT
KW3HU HE TIPOTUBOPEYUT TUATHO3Y «TsDKeJlasi BpOXKICH-
Hasl HEUTPOIICHUSI».

Nudexumonnsie nposisienus nmpu TBH mpakTu-
YeCKM HE 3aBUCST OT TeHETUIECKMX OCHOB 3a00JICBaHUS
1 XapaKTePU3YIOTCS CJIA0BIM MECTHBIM BOCTIAIMTEIBHBIM
OTBETOM, HEOOJIbIIUM YMCJIOM JIOKaJu3aluii (IHEBMO-



OYHAAMEHTANIbHBIE UCCNEQOBAHUS B NPAKTUYECKOW MEAULUHE HA COBPEMEHHOM 3TANE m

HUSL, CETICUC, MTH(PEKITNY MOIKOKHO-KPOBOM KIIETIATKH,
ymMmpaneHur) (puc. 1), CKIIOHHOCTBIO K Py IbMUHAHTHO-
My TeyeHm1o. Hambosnee pacrpocTpaHeHHBIM IPOSIBIICHN -
eM Tsokenoil Heittponennu (TH) siBmsieTcst nmmxopanka
HESICHOTO TeHe3a.

Jlaxe B OTCYTCTBUE XXKU3HEYTPOXKAIOIINX IIPOSIBJICHUIA
TH comnpoBoxaaeTcst BEIpaXKeHHBIM ITOpaXKeHUEM CIIU3H-
CTHIX (TMHTUBUT, CTOMATHT, IICPUOAOHTHUT), 9YTO 3HAYMMO
YXYAIIaeT Ka4eCTBO XXMU3HU OOJIbHBIX U IIPUBOAUT K paH-
Helt moTepe 3y0oB (puc. 2).

B cBs3u ¢ atim Bce 6onbHbie TBH, a Takke manyeH-
ThI C IIPUOOPETEHHOM HEUTPOIIEHUEH, COITPOBOXKIAIOILIEICS
3HAYUMBIMU MH(OEKIIMOHHBIMU 3ITM30JaMH, BO M30exXKa-
HHE KU3HEYTPOKAIOIINX OCIOXKHEHU Y MHBATIN3ALIMI
JIOJDKHBI TIOJTy4aTh aTOTeHETUIECKYIO TePaIuio.

TepaneBTHYeCcKOE UCITONIB30BAaHUE IIPEIIapaTOB IPaHy-
JIOLIMTAPHOTO KOJIOHUeCTUMY IUpyioliero dakropa (I-KC®D),
ITOCIIe MX OTKPHITHS B 1987 T., ocTaeTcs «30JI0THIM CTaHAap-
Tom» nedeHust nauueHTos ¢ TH [17, 18]. Tepanus I'-KC®
HaImpas/IeHa Ha IToJepKaHne KOHIICHTPpaIlu HEUTPohH-
jioB 6oJiee 1000 B 1 MxJ1. J1o3MpoBKa M KPaTHOCTh BBEJIE-
HUS TombupaeTcs MHAMBUAYadbHO. OOBIYHO TpernapaT

BBOAMTCS B HAYaJIbHOM 03¢ 5 MKT Ha KT Macchl TeJia 1 pa3
B neHb exenHeBHo. [1pu MH oTtBet oxxmnmaercst Ha 2—3-¢
CcyTKU, omHako nipu TBH oTBeT Ha CTUMYIISILIMIO HACTYIIAET
He paHee 7—10-ro oHS, TaK KaK cpeaHee BpeMsl co3peBa-
HUS TPaHYJIOIMTOB B KOCTHOM MO3re cocTaBiseT 11 mHei
[1]. TIpu OTCYTCTBMM OTBETa B OXMIAAEMbIe CPOKU IPH-
MEpHO Kaxible 3 THS eXeTHEBHAs 103a YBEINIMBACTCS
Ha 5—10 MKT/KT/CyT 10 TOrO BpeMEHHU, KOTIa KOJIMIECTBO
HeUTpodUIIoB B TepudeprdecKoit KpoBu JocTurHer 1,0—
1,5 x 10°/1. MakcumasbHas 1034, IIPOMNKUCaHHAasI B IIPOTO-
kone SCNIR, cocrabmser 100 MKr/Kr/cyr. OmHaKo Ha
MPaKTUKE I03bI Bhiiiie 60 MKI/KT He Jal0T CYILIeCTBEHHOIO
TPEUMYIIECTBA, a TAKXKe 00JIC3HEHHBI B IPUMEHEHUU Y JIe-
Teli B CBSI3U C OOJIBIIMM 00BeMOM BBOJMMOTO IIperiapara.

ITpu mopbope 103bI, CTOMKO NOAAEPKUBAIOIICH HOP-
MaJIbHOE YHMCJIO TPAHYJIOLIUTOB, BO3MOXKHO NM3MEHEHHUE pe-
KMMa BBeJIeHUS ¢ exXeJHEBHOTO Ha 1 pa3 B 2—4 gHS, Ipu
YCJIOBUM COXPAaHCHMS YKCIIa HEUTPOMIIIOB Iepe CIIe My OIM
BBeneHreM He Hinke 800—1000 xi1/mxi1. [TogobpanHast mo3a
U PEXHMM MCITOIB3YIOTCS IuTeabHO (mpu TBH — moxms-
HEHHO), OTHAKO TPeOYIOT Ieproamdeckoro Konrpouast AKH
(He pexe 1—2 pa3 B MecsIl), TaK KaK OTBET Ha IIperapar

Puc. 1. Taxuceavie ungpexyuonnvie nposierenus TH: a — noauceemenmapHnas nHeemMonus; 6 — aeeMona; é — aumpadenum; e — cenmuyeckas ImM00auUs

U eaHepeHa
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Puc. 2. llopasxcenue cauzucmuvix pma'y 6oavhoix TH: a — agpmosnwiit cmomamum; 6 — euneugum u nomeps 3y006

MoxeT MeHsITbcsl co BpemeHeM. [1pu 1IH no3a npenapara
I'-KC® 06b19HO MeHbIIIe (3—5 MKT/KT/CYT) X1 MOXET BBO-
IUTBCS Yepe3 IeHb, 2 pa3a B HEIEIIO WIN eXXeHEIeIbHO,
B 3aBHCHUMOCTH OT BBIOPAaHHOTO KOHTPOJISI 3a 3aboie-
BaHUEM.

K mo6ounbiM peakumsam npemnapaToB [-KC® otHo-
CSITCSI TUTIEPEMUS M OOJIE3HEHHOCTh B MECTe MHBECKIINM,
MTOBBIIICHUE TEMIIEPATypPHhl, 00JIb B KOCTSIX M MBIIIIIAX,
00J1b B XMBOTE. Bce 3TH peakimuy BCTpevyaroTCsl HEIacTo,
He TpeOYIOT OTMEHBI TIperiapaTta, OMHAKO HePEIKO 3aMeHa
onHoii popmbl [-KC® Ha apyryio mpuBOIUT K YMEHbIIIe-
HUIO TTOOOYHBIX 3(P(PEKTOB.

ITpu Hanmumy XXU3HEyrpoxKaliei nHheKun Ha ¢o-
He TH Bo3MOXHO mpuMeHeHne NHPY3UU JOHOPCKUX I'pa-
HynounToB. [paHynonuTel n3onupyiorcs u3 ABO-coBme-
CTUMOIM KPOBM 3J0POBBIX AJOHOPOB. s MoOUIM3aLUKU
TPaHYJIOILUTOB, KaK MpaBuio, ucronb3yercst [-KC® B no-
3¢ 4—8 MKT/KT, HHOTIa B COYETAHUM C JeKCaMETa30HOM
8 MT omHOKpaTHO. [PpaHyIOIIUTH BEIIEISIOTCS C IIOMOIIBIO
acdepesa uepe3 15—18 4 mocne storo. [paHymonuTe! 00Iy-
YyaroTcs M BBOOATCS OosbHOMY B 103e He MeHee 10 000.
Tepanusi, Kak IpaBUIIO, TIPOBOIUTCSI €XETHEBHO WM
yepe3 IeHb I0 pa3pelleHUs KU3HEeYTpoXarolie nH(peK-
uu [19].

IIpu orcyrcrBum orBeta Ha I'-KC® B mo3e 100 MKr/KT/
CyT €IMHCTBEHHBIM METOAOM JieueHUs naueHToB ¢ TBH
apnstieTcs TTCK [20]. ITocne ycnienHo# TpaHCIIaHTaluU
Y IALIMEHTOB BOCCTAHABIMBACTCS HOPMAIBHOE KOJTMYECT-
BO HeiTpo(WIOB B ITeprdeprdecKoit KpoBU, 1 OHU 00JIb-
1IIe He HYXXIAl0TCcs B IpuMeHeHnu TpenapatoB [-KC®.

TBH sBnsieTcst cocTOSIHUEM C OBBIIIEHHBIM PUCKOM
Pa3BUTHUSA MHUEJIOIMCIUIACTUIECKOTO CHUHIApPOMA M/WIN
muenoneiikosa [21—23]. Tak, mo nanubiM M. H. Freedman
[22], v 23 u3 249 mamuentoB ¢ TBH pasBuics mueno-
JNUCIUIACTUYECKUIA CUHAPOM WX OCTPhII MUEI00aCTHBIA
JIeKO3 (pPHUCK 3JI0KAYeCTBEHHO TpaHC(hOpMAaIIMK COCTa-
Bl 9 %) 3a 4,5 roga Habmonenust B SCNIR.

BonbImHCTBO aBTOPOB CKIIOHSIIOTCS K TOMY, UTO 3TOT
PUCK YBEJIWYMBAETCSI B 3aBUCUMOCTH OT m03bl [-KC®
[23]. Omnako nipu aHanu3e myTtaunii reHa ELANE BbIsSB-
JICHBI HECKOJIbKO Ie(heKTOB, IIPeapacIIoNaralommx K Tsi-
KeJIOMY TeYCHUIO 3a00JIeBaHMS: TUIOXOMY OTBETY Ha HU3-
kue u cpenHue no3bl [-KC® wu pasButuio Jeiikosa.
Hampumep, Kk TakuM nedexram otHocaTcst G2I4Rn C151Y
ELANE [24]. TakuMm o0pa3oM, MOXHO AymaTb O OoJjee
CJIOXHOM accolaliii, B OCHOBE KOTOPOM JIeXKAaT FreHEeTU -
yeckue (pakTophl pycKa.

Bcem nmauuentam ¢ TBH pekomeHnayeTcst exXeromHoe
MOpP(}OJIOrnYecKoe 1 IIUTOICHETUISCKOE HMCCIeI0BaHUE
KOCTHOTO MO3ra C IIeJIbIO pAaHHETO BBISIBIICHUS IIPUOOpe-
TEHHBIX ITUTOTCHETUYCCKUX aHOMAIUi (MOHOCOMMS 7,
Tpucomus 21 u np.) 1/mam MOpdOIOTMIECKIX IPU3HAKOB
JIeiiko3a. Pa3BuTre MreI0aIMCIUIacCTUIECKOTO CHHAPOMA
1 MUEJIOJIEK03a TaKXKe SIBJISICTCS TTOKa3aHUeM IIJIST TIPO-
Benenusa TT'CK.

I1aiyeHThI ¢ BpOXKASHHOM U IIpUOOPETEHHOM HEUTPO-
IMeHNE MMEIOT MHTAKTHBIE KOMITOHEHTHI CITeII(PUISCKOrO
WMMYHHTETA, YTO TTO3BOJISIET UM BBEIpaOaTHIBATh HOPMAaJIb-
HBII YPOBEHb MOCTBAKIIMHAIBHBIX aHTUTEN. [10 maHHBIM
SCNIR, BakumHaUMsI MTHAKTUBUPOBAHHBIMY BaKIIMHAMU
IIPOBOIUTCS B COOTBETCTBUM C HAIIMOHAIBHBIM KaJIeHIa-
peM IpUBUBOK [25—29]. BakiinHais XKUBBIMHU BaKIIMHA-
MM BO3MOXHA M COBEPIICHHO Oe30ITacHa IIpU YPOBHE
rpaHyaonuToB Bhie 500 KiI/MKJI, 10 BO3MOXHOCTH pe-
KOMEHIIOBaHA 3aMeHa Ha WHAKTMBUPOBAHHBIC BaKIIMHBI
(HammpuMep, IIpY BaKIIMHALIMY IIPOTUB ITOJIMOMUEIINTA).

Hamu Ob11 poBeaeH aHaanU3 60e30MaCHOCTY BaKIIU-
Hauu y nauueHToB ¢ TH 1 HopMalibHBIM ypoBHEM rpa-
HynounToB Ha one Tepanuu [-KCD, a Takke y nauu-
€HTOB C IIPUOOPETEHHOI HEHTpONeHUel, He MoTy4aBIINX
TepaImu B CBSI3U C OTCYTCTBUEM MH(MEKIIMOHHBIX OCJIOX-
HeHuil. [lecsatu nauuenTaM ¢ TH, nmoyyaroimm Tepamnuio
I'-KC®, 6p110 cyMmmapHo npoBeaeHo 30 31130108 BakK-
LIMHAIIY WHAKTUBUPOBAHHBIMU U XUBBIMHU BaKIIMHAMMU.
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IMocne BakiIMHAIIK HE OTMEUYAIOCh MaleHNS YPOBHS HEli-
Tpo(rI0B, O0JBHBIE HE TPEOOBAIM U3MEHEHMSI TO3bI Ipe-
mapara (puc. 3) M1 y HUX He OTMEYaIOCh HUKAaK1UX MHDEK-
LIMOHHBIX ocoxxkHeHui. [Tpy BakmHamy 20 malveHTOB
C TIpUOOPETEHHOI HEUTPOIIEHUE, He TTOTyJalolINX Tepa-
man [-KC®, takke He OBIJIO BBISIBIEHO OTKJIOHEHWIA
B ypoBHe AKH (puc. 4) 1 He oTMeuanoch MHGEKIMOHHBIX
OCJIOXKHEHUMU.

B 3akimioueHmne X09eTcsi OTMETUTh, YTO HECMOTPS Ha
TO YTO HEATPOIIECHNIECCKIE COCTOSTHHUS SIBJISIIOTCSI HA0O-
JIee YaCTOM reMaTOJIOTMYECKOM IAaTOJIOTUEN Y IETe, MHOIOe
B ITaTOTe€HE3¢ MPUOOPETCHHBIX M BPOXKICHHBIX HEATPOIIE-
HUH eIle IPeACTONUT U3YYUTh. BISIBIIeHNE MOJIEKYIISIPHO-
TCHETUYECKNX MEXaHM3MOB BPOXICHHBIX HEUTPOIICHUIA
IMO3BOJISIET PACHIMPUTh Hallle IIOHMMaHWEe MEXaHM3MOB
IpaHyJI0II033a B HOPME U ITaTOJIOTUH, HAUTH HOBBIC ITyTH
KOPPEKIIUHU ITOT0OHBIX Ne(PEKTOB.

615

610 T
605 |

600 |

595

[o BakumHaummn

AKH, kn/mkn

[l Yepes 3 mec oT Hayana BakLMHaLMK

Puc. 4. Dpgexm saxyunayuu y nayuenmos ¢ npuodpemennoil Heilmpone-
Huell, e noayuaguux mepanuio I-KC®: cpednee AKH do u nocre saxyunayuu

nuwrTEPATYPA

1. TemaTo10T1S1/OHKOIOT S JETCKOTO
Bospacta. [Tox pen. A.T. PymsiHueBa

u E.B. CamouaroBoii. M.:
MennpakTtuka-M, 2004. [Pediatric
hematology/oncology. Ed.:

Rumyantsev A.G., Samochatova E.V.

M.: Medpraktika-M, 2004. (In Russ.)].

2. Bohn G., Welte K., Klein C. Severe
congenital neutropenia: new genes explain
an old disease. Curr Opin Rheumatol
2007;19(6):644—50.

3. Andersohn F.,, Konzen C., Garbe E.
Systematic review: agranulocytosis induced

by nonchemotherapy drugs. Ann Intern Med
2007;146(9):657—65.

4. Bux J., Behrens G., Jaeger G., Welte K.
Diagnosis and clinical course of autoimmune
neutropenia in infancy: analysis of 240 cases.
Blood 1998;91(1):181—6.

5. Bonomgun H.H., Pymsnues A.T.,
Ilep6una A.1O. JlnarHocTuKa 1 JieueHue
HEUTPONIEHNH Y HOBOPOXKIEHHBIX. Borrpocsl
npaktudeckoit neguatpuu 2012;7(1):33-9.
[Volodin N.N., Rumyantsev A.G.,
Shcherbina A.Yu. Diagnosis and treatment
of neutropenia in newborns. Voprosy

prakticheskoy pediatrii = Issues of Practical
Pediatrics 2012;7(1):33—9. (In Russ.)].

6. Autrel-Moignet A., Lamy T. Autoimmune
neutropenia. Presse Med 2014;

43(4 Pt 2):105—18.

7. Walkovich K., Boxer L.A. How

to approach neutropenia in childhood.
Pediatr Rev 2013;34(4):173—84.

8. Boztug K., Klein C. Genetic etiologies
of severe congenital neutropenia. Curr Opin
Pediatr 2011;23(1):21-6.

9. Kostmann R. Infantile genetic
agranulocytosis; agranulocytosis infantilis

1°2015



®OYHOAAMEHTAJIbHBIE UCCNEAOBAHUSA B NPAKTUMECKOW MEAULUHE HA COBPEMEHHOM 3TANE

1'2015

hereditaria. Acta Paediatr Suppl
1956;45(Suppl 105):1-78.

10. Klein C., Grudzien M., Appaswamy G.
et al. HAX1 deficiency causes autosomal
recessive severe congenital neutropenia
(Kostmann disease). Nat Genet
2007;39(1):86—92.

11. EBporneiickuii perucTp TsKeJ0i XpoHu-
YECKOM HEUTPONIEHUU. DIIEKTPOHHBII
pecypc. doctyn: http://www.severe-chronic-
neutropenia.org/forms/Europ_Prot. pdf.
[European Register of Severe Chronic
Neutropenia. Online resource. Access:
http://www.severe-chronic-neutropenia.org/
forms/Europ_Prot. pdf].

12. Iunosa E.A., KypHukoBa M.A.,
Macyan M. A. u ap. KnuHuueckue u moJie-
KYJISIPHO-TEHETUIECKIEe 0COOEHHOCTH
TPYIITBI OOJBHBIX C BPOXAEHHOMN HEelTporne-
HMel. Borpockl reMaToIorum,/OHKOJIOTUN
1 UMMYHOTIATOJIOTUY B TIEIUATPUUT
2012;4:12-9. [Dinova E.A.,

Kurnikova M.A., Maschan M.A. et al.
Clinical and genetic features of patients with
congenital neutropenia. Voprosy
gematologii/onkologii i immunopatologii

v pediatrii = Pediatric Hematology/
Oncology and Immunopathology
2012;4:12-9. (In Russ.)].

13. Dale D.C., Person R.E., Bolyard A.A.

et al. Mutations in the gene encoding
neutrophil elastase in congenital and cyclic
neutropenia. Blood 2000;96(7):2317-22.

14. Iunosa E.A., [llepouna A.1O.,
PymsHues A.T. Tsxenast BpoxxaeHHast
HeltponieHus1. Borpocsl rematonoruu/
OHKOJIOTMM 1 UMMYHOIIaTOJIOTMU B Mieua-
Tpuu 2011;10(3):5—10. [Dinova E.A.,
Shcherbina A.Yu., Rumyantsev A.G. Severe
congenital neutropenia. Voprosy

gematologii/onkologii i immunopatologii

v pediatrii = Pediatric Hematology/
Oncology and Immunopathology
2011;10(3):5—10. (In Russ.)].

15. Welte K., Zeidler C. Severe congenital
neutropenia. Hematol Oncol Clin North Am
2009;23(2):307—20.

16. Dale D.C., Welte K. Cyclic and chronic
neutropenia. Cancer Treat Res 2011;
157:97—108.

17. Bonilla M.A., Gillio A.P., Ruggeiro M.
et al. Effects of recombinant human
granulocyte colony-stimulating factor

on neutropenia in patients with congenital
agranulocytosis. N Engl J Med
1989;320(24):1574—80.

18. Dale D.C., Bonilla M. A., Davids M.W.
et al. A randomized controlled phase I1I trial
of recombinant human granulocyte colony-
stimulating factor (filgrastim) for treatment
of severe congenital neutropenia. Blood
1993;81(10):2496—502.

19. Grigull L., Pulver N., Goudeva L. et al.
G-CSF mobilised granulocyte transfusions
in 32 paediatric patients with neutropenic
sepsis. Support Care Cancer
2006;14(9):910—6.

20. Ferry C., Ouachée M., Leblanc T. et al.
Hematopoietic stem cell transplantation

in severe congenital neutropenia:
experience of the French SCN register.
Bone Marrow Transplant 2005;
35(1):45-50.

21. Dale D.C., Cottle T.E., Fier C.J. et al.
Severe chronic neutropenia: treatment and
follow-up of patients in the Severe Chronic
Neutropenia International Registry. Am J
Hematol 2003;72(2):82—93.

22. Freedman M. H., Alter B.P. Malignant
myeloid transformation in congenital forms

of neutropenia. Isr Med Assoc J
2002;4(11):1011—4.

23. Rosenberg P.S., Alter B.P., Bolyard A.A.
et al.; Severe Chronic Neutropenia
International Registry. The incidence

of leukemia and mortality from sepsis

in patients with severe congenital
neutropenia receiving long-term G-CSF
therapy. Blood 2006;107(12):4628—35.

24. Makaryan V., Zeidler C., Bolyard A.A.
et al. The diversity of mutations and clinical
outcomes for ELANE-associated
neutropenia. Curr Opin Hematol
2015;22(1):3—11.

25. EBpOIEICKHIA PETUCTP TSKEIOM XPOHU-
YECKOW HEUTPONIEHUU — PYKOBOJCTBO

10 BEICHUIO OOJTbHBIX. DJICKTPOHHBI
pecypce. doctym: http://www.severe-chronic-
neutropenia.org/handbooks/handbook_en. pdf.
[European Register of Severe Chronic
Neutropenia. Guidelines for patient
management. Online resource. Access:
http://www.severe-chronic-neutropenia.org/
handbooks/handbook_en. pdf].

26. Weber D.J., Rutala W.A. Immunization
of immunocompromised persons. Immunol
Allergy Clin North Am 2003;23(4):605—34.
27. Centers for Disease Control and
Prevention. General Recommendations on
Immunization. Recommendations of the
Advisory Committee on Immunization
Practices (ACIP). MMWR Morb Mortal
Wkly Rep 2011;60(RR-02):1-61.

28. Canadian Immunization Guide.
http://www.phac-aspc.gc.ca/publicat/
cig-gci/index-eng. php.

29. Australian Immunization Handbook.
http://www.health.gov.au/internet/
immunise/publishing. nsf/Content/
Handbook10-home.



NOCTPENU3

Mockea, 23 aneapsa 2015 e.

Takeda

MoKYyC Ha NUM{IOMbI

JInmmdoma Xomkkuna (JIX) — 01HO M3 HEMHOTMX OHKOJIOTHYECKHX 3200J1€BaHHIi C BHICOKOIi BhKUBAaeMOCTbI0 — 80—90 % GobHBIX
T0CJie POBEIEHHOI TePANH TOCTUTAIOT MOJIHOM pemucci. OIHAKO 1S IOCTHAKEHHS CTOJIb BBICOKHX PE3YJIbTATOB HEO0X0MMO
NPABUJILHO YCTAHOBUTH THI 3200J1eBanus. YIydmieHnio KayecTsa auarHocTuki CD30-no3uTMBHBIX JTMMGOM U NCKITIOYMTETb-
HO BaJKHOIi POJIM NIATOJIOra B 3TOM Npouecce U ObLIO MOCBAINEHO padoyee COBEIAHNe POCCHIICKHX pe)epeHCHBIX IIEHTPOB.

23 auBaps 2015 . B PI'BY «JeMarosornyecknii Hayd-
HBIM HeHTp» MuH3apaBa Poccuu npoiiio paboyee coBe-
maHue pedepeHcHbIX IeHTpoB Poccuiickoit @enepariim,
nocasieHHoe nuddepeHmanbHoi nnarnoctuke CD30-
MO3UTUBHLBIX TUM@OM, B yacTHocTu JIX. PykoBogurenn
pedepeHCHBIX LIEHTPOB 00paTHIM BHUMAaHWE Ha CJIOKHBIC
IIJIS TIOCTAHOBKHY OMarHo3a CJIydau, OOCYIMIIN UX C BEdy-
IIMM MCHAHCKWUM MaToJIOroM A.M.H. Murenem [Tupucom
1 OOTOBOPMJIM BO3MOXHBIC ITYTH ITOBBIIICHUS] Ka4ecTBa
paboOThI MATOJIOTOB.

3anor BbI3A0POBNEHUA — NPaBUNbHbI{ AUArHo3

Banepuii IpuropreBny CaBueHKo, 1.M.H., npod.,

renepaibHblii JupekTop PI'BY «T'emaronormaeckuii

Hay4Hblii ieHTp» Munsapasa Poccuu

— Kaxk 6 eamem yenmpe opzanu3zoeana nomouio nauu-
enmam c JIX? Jlocmamouno au 6HUMAHUSA CO CHOPOHDL 20~
cydapcmea noayuarom smu 604vHble?

— Iemaronornyeckue 3710KaueCTBEHHbIE 3a001€BaHUS —
eIMHCTBEHHAsI 00J1aCTh B OHKOJIOTHUH, TIe 3a ITOCICIHIE
30—40 net OB JOCTUTHYTHI 3HAYUTEILHBIE YCIIEXH B U3JIe-
yeHUH. [0CymapcTBO BKIIaIbIBaeT JOBOJIBHO MHOTO CPENICTB
B MaleHToB ¢ JuMdomMamu. [Tomonb 6ombHBIM JIX B Ha-
1IIeM IIEHTPe OpraHM30BaHa Ha JOCTOIHOM ypoBHe. HeB3n-
pas Ha 1o, uro ['HII — denepaabHbIi IEHTp, U B HETO 3a-
YaCcTyI0 0OpaIlaloTCs IO C 3alyIICHHBIMM CIIydasMu,
10-71eTHSIS BBLKUBAEMOCTD TaKMX OHKOOOJIBHBIX COCTABIISI-
eT 0k0J10 90 %. CroJib BbICOKMIA IIOKA3aTe b TPeOyeT Clia-
XXKEHHBIX yCWIMA KoMaHabl Bpayeil. CerogHs TOCTUTHYT
3HAYUTEJIBHBIN MPOTPECC B TEPaITiu TMMMOM, 1 U3JICUCHIE
0O0JILHOTO He TpeOyeT CO3IaHMsI HOBBIX CUJIbHOJAEUCTBYIO-
IIMX IPEIapaToB — yXKe CYIIeCTBYIOIINE TapreThl IIpeKpac-
HO CITpaBJISIIOTCSI CO cBoelt 3amaueil. B Gosblieit crerneHu
yCIIeX 3aBUCHUT OT ITPaBUJIBHOCTY IIOCTAHOBKM JUATrHO3a.

— Kaxoea poab namosoza 6 nocmaroexe éepHozo ouaznosa?

— IlaTosor urpaet B 3TOM KIIIOUEBYIO poJib. CyIIecT-
BYeT MHOXXECTBO TUIIOB 3JTOKaYeCTBEHHBIX TeéMaTOJIOIIe-
CKMX 3a00JIEBaHU, U K KaXKIOMY TpeOyeTCsl COOTBETCTBY-
IOIIUI TTOAXOJ: arpecCMBHOE, HearpeCCUBHOE JICUCHUE
WY IIPOCTO HaOmoaeHue. JIluarHos cTaBUTCSI Ha OCHOBa-
HUU Pe3yJIbTaTOB LIMTOJOTMYECKOTO 1 THCTOJIOTUYECKOTO
aHa/ln3a, U OLIMOKU COIIPSDKEHBI C OOJBIIUM PUCKOM
IIJIST 3MOPOBbsI OOPATUBILETOCS K HaM 32 IIOMOIIIBIO YeJI0-
BeKa.

Oxkomno 15 et Ha3an B BenukoOputaHuy B MeTMIIAH -
CKOI1 cpelie pa3ropeJicsl CKaHIal: IIPY IMPOBEPKe 3aKITI0de-
HUI MaTOJI0TOB, ClIeJIAHHBIX IO OMOIICMITHOMY MaTepuay,
ObUTO YcTaHOBJIEHO, UTO 20 % MMarHo30B ObLIU BhICTaBIIE-
HBI OIITMOOYHO, W TTAIIMEHTHI, COOTBETCTBEHHO, ITOIyYaIn
HeBepHoe JieueHue. YToObl n36exaTh CTOJIb BBICOKOM ya-
CTOTHI OIIIMOOK, OblyIa CO31aHa cucTeMa pe)epeHCHBIX 1ICH-
TPOB, IJI¢ IIPOXOIUT IIOBTOPHASI OLICHKA IIPeNapaToB, IIPH-
ChUIaeMBIX €O Bceil cTpaHbl. CHcTeMa BTOPOrO MHEHUSI
IMO3BOJIIET MUHMMU3MPOBATh OIIMOKHU IIPY IOCTAaHOBKE
nuarHo3a. B Poccuu marosior Takxke MOXeT oOpaTUThCS
B KPYITHBI/ F€MAaTOJIOTUYECKUA LIEHTP, OTIIPABUTH Mpema-
paThl, YTOOKI IIEPeCMOTPETh AUarHo3. B yuactHocTu, mogo6-
Hble yciyru okaseiBaeT u 'HII. Hepenko Bropoe MHEHUE
3aIIpalInBaloT ¥ CaMH MAaIlMEeHTHI, KOTOPBIM Ha3HAYeHHOE
JIeYeHUE He JaeT OKUIAeMOTO pe3ybraTa.

— Hackoavko meponpusmue, nposodumoe ce2o0Hs, éaxyc-
HO 045 pazeumus onxozemamoanozuu ¢ Poccuu?

— Crenmanucty, 3aHuMatoeMycs TuMGoMaMu, IPH-
XOIUTCSI PETYJIIPHO 00paIiaThCs K JUTepaType, M3ydaTh
3apyOeXHBIC CTaTb1, BeIb IIOCTOSIHHO IOSIBIIICTCSI HOBast
nHbopmarus. JISKIMs OMHOTO 13 €BPOITEHCKIX JTUIEPOB —
IIpeKpacHast BO3MOXHOCTb O00OTaTUThCS aKTyaJIbHOM MH-
dopmartireit, mogeINThCSI CBOMMU MBICIISIMU C KOJIJIETAMU
U y3HaTh uX MHeHue. CerogHs y Hac I0CTaTOYHO dap-
MaKOJIOTMYECKMX IIPeTapaToB, a Y HAIMX CICIINAINCTOB
XBaTaeT OIbITa. BaXkHBI mIen, KOTOphIE ITO3BOJISIT HAM He
OCTaBaThCS Ha MECTE B CBOEM PA3BUTUU U TOCTUYD B OYy-
JTYIIIEeM eIle OOJIBIINX YCIIEXOB.

Kak namonory usbexamb owu6ok

B pamkax pabouero coBelaHus repea BpadaMy Bbl-
CTYNUJI U3BECTHBIN maTojior Murenb Aaxens [Tupuc (Mc-
IMaHUs), YWIeH IaHen 3kcneptoB BO3 mo nccienoBaHmio
JMpoM/IeKeMUN, WIEH MEXIYHAapOIXHOM TPYIIIIBI 11O
uzydyeHuto aumdom, npesuneHt Mcnanckoro obiiecTsa
ITaTOJIOTOB U MCITAHCKOTO OTACIeHUS MeXmyHapomHOit
akagemuu natonoruu. I1pod. IMupuc nmogenuiacs cBOUM
MHeHUeM o nuddepeHnuanpbHoi nuarnoctuke CD30-
IMO3UTUBHBIX TUMMOM, OTMETHB OCHOBHBIC ITPOOJIEMHEI,
C KOTOPBIMH IIPUXOAUTCS CTAJKUBATHCS ITATOJIOTY IIPU
ITOCTAaHOBKE OMAarHo3a: HEIOIXOMSIINI o0pa3ell TKaHH,
HETIPUTOIHBIN IJIT paObOTHI ¢ HUM, OTCYTCTBHE MHDOpMa-
LINY O IPOTeKaHUU 00JIC3HU, OTCYTCTBHUE OIIBITA y IaTO-
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JIora ¥ HexBaTKa He0OXOIMMOTo 000PpYIOBaHMS IJIST IIPO-
BeneHUs aHam3a. CeroaHs, OpUeHTUPYSICh Ha Pa3IMYHbIC
KJaccuguKaluu, maToJIor JOJIKEH pa30ouparhbes B bosee
yeM 60 Thax pasIMYHbIX 3a001€BaHUIA, ¥ MHPOPMALIKS
0 TOM, KaK IpOoTeKaeT 00JIe3Hb, MOXET CYIIIECTBEHHO IT0-
MOYb B IIOCTAaHOBKE TMarHO3a.

Ceifyac OHKOJIOTHSI JBMKETCS B CTOPOHY IIe€pCOHA-
JM3anuu JiedeHuss. UHAMBUIyaIn3npoBaHHAsI TepaITus
crocoOHa HalTH uacaIbHOE pellleHNe IS KasKI0TO KOH-
KpeTHOTo marueHTa. OKoHYaTeIbHasl 3a1a4a TaKOTo IO/~
XoIa — OIIpelesicHNe THUIIa JCYeHUsI, CIeu(pUIeCKOro
JUISL JAaHHOM OITyXOJIX Y KOHKpeTHOTro 60JibHOro. Ecrect-
BEHHO, JUTSI PEIICHNSI CTOJIb CJIOKHOM 3amadyn Heo0Xoamma
TOYHEHIIAst TUAaTHOCTHKA, MOJICKYJISIDHBIE UCCIICAOBAHUS
SKCIPECCUH, KOTOPBIE TTOKAXKYT HaM, KaKKe ITPeIiapaThl WK
MX KOMOMHALMU clieayeT UcIoib3oBaTbh. KoHeuHO, 3TO
YBEJIMIMBAET CTOMMOCTb MEIUIIMHCKOTO OOCTY:KMBaHMS
U 3aTpaThl Ha JICYCHME TTAIIMEHTOB, HO B Pe3y/IbTaTe 00JIb-
HBIE TIOJy9aT MaKCUMAaJIbHbIC ITPEUMYIIECTBA OT TaKOit
Teparuy 1, CaMoe IJIABHOE, — BO3MOXKHOCTb ITOJIHOTO BhI-
3IIOPOBJICHUS, YTO U SIBJISIETCS 1LIEIbIO JUTSI KaXKIIOTO Bpaya.

Ha naHHbIii MOMEHT paboTa 0 JMarHOCTUKE U Jie-
yeHMI0 TmauueHToB ¢ JIX BemeTcs B 2 HaIlpaBJICHUSX.
[Tpou3BOOATCS IMONBITKY YIYUIIEHUS Ka9eCTBa JUArHO-
CTHKU TUTIOB JIUMGOM. 17151 3TOro MCITOJIb3YIOTCS MOJIE-
KyJISIpHBIE OCOOCHHOCTH, XapaKTEePHBIC ISl 3TUX OITyXO-
JIeH: M3y4aloTcs OCJIKM, KOTOPhIe SKCIIPECCUPYIOTCS Ha
IMOBEPXHOCTH KJICTOK, M MYTallMM B aHAILUIACTUYCCKMX
kiaeTKax. O0a TUITa MapKepPOB MOTYT CIIY>KUTh MHINKATO-
POM ycriexa KOHKPETHOM Tepaliy, X B 3TOM HallpaBJICHIH
UAET aKTUBHas pabora. TakxKe CyliecTBYeT IIOTPEeOHOCTh
¥ B IMaTHOCTUYECKUX MapKepax, ITO3BOJISIOIINX UICH-
TUGUIMPOBATh pa3IWYHBIE BapUaHTHI 3a00JIeBaHUS.
Kiaccuueckas JIX n aHamnactrudeckas immgoma xapak-
Tepu3yloTcs eTMHBIM MMMyHOopeHoTuom CD30. O6Ha-
PYXE€HHE 3TUX MapKePOB CYIIIECTBEHHO ITOBBIIIAET TOU-
HOCTh TMarHOCTUKM. COTIacHO MOCIeTHUM JaHHBIM, CD
TaKKe MOTYT CIIYXKUTb MUILICHSIMU IIJI TEPAIIeBTUICCKUX
aHTuTeN. TapreTHas Tepamnusi, HampaBjeHHas IIPOTUB
skcnpeccun CD30, cyliecTBEHHO YBETUUMBAET BEPOSIT-
HOCTb U3JICUCHMUSI.

IIpod. [MTupuc ormeTna, 4To paboTa maTroMopdoiora
HEeBO3MOXHa 0e3 OLIMOO0K. YpOBEeHb IIPOMAaxX0B B AUArHO-
cTuke B 5—15 % cuuTaercst mprueMIIeMbIM, M CaMble KPYII-
Hbl€ LIEHTPhI J00UBaloTCsa 5 % OLIMOOK, YTO CYMTAETCS
XOpOIINM pe3yibratoM. [1oaToMy 15T Kaxkmoro rocymap-
CTBa BaXXHO CO3[aBaTh COOCTBEHHBIE pedepeHCHbIE LIeH-
TPbI, KOTOpbIE OyIyT MOIy4aTh 00pa3libl CO BCEU CTPaHHI,
cobupath 6a3y JaHHBIX U MOBBIIIATH CBOI OIKIT. TpeOyeT-
cs1 1 00beAMHEHNE YCWINM NTpenoAaBaTesieil U IaToJIoTOB
pu 00y4eHUU CTyaeHTOB. OIBITHBIE CITEIUATIACTHI pede-
PEHCHBIX IIECHTPOB CIIOCOOHBI BHECTH OTPOMHBIN BKJIAI
B 00pa3oBaHue CBOUX MOJIOABIX KOJLIeT. biiarogapsi atomy
4acToTa OLIMOOK OyIET IMOCTENEHHO CHUXKAThCS.

B Wcnanuu npobGjema HenpaBUJIbHOU MOCTAaHOBKU
IMarHO3a BO MHOTOM PEIaeTCsl ¢ TTOMOIIBIO KOMILIEKC-
HOTO Toaxoja K muarHocTuke. Bee cmenmammcTsi, pa-

OoTalINe ¢ MalMeHTOM, Ha COBMECTHOM COBEIIaHUU
00CYXXIaIOT Pe3yJIBTaThl OMOIICUY 1 X COOTBETCTBUE KT -
HUYECKOI KapTUHE, BICKA3bIBAIOT CBOM MHEHUS U TIPU-
XOOST K 00LIEMY 3aKII0YSHUIO.

Mpo6nembl B Poccuu

ITo cnoBam mpodeccopa Kadeaphl IaTOJTOrMIeCKOM
anaromuu Ilepsoro CIT6I'MY um. U.I1. [TaBnoBa a.M.H.
Banuma BanentuHoBuua baiikoBa, moka 4To He AJ1s1 Bcex
POCCUMCKNX KJIMHUK JOCTV>KMM €BPONEUCKUI YPOBEHb,
XOT$ TMATOJIOTK U CTpeMSTCS paboTaTb B COOTBETCTBUM
C €BpONEMCKUMU cTaHaapTamu. B nepBylo ouepenp, pas-
HUTCS TOCTYITHOCTb T€HETUYECKUX U MOJIEKYJISIPHO-O01O-
JIOTUYECKUX UCCIIeIOBAHUI — COBPEMEHHBIE TEXHOJOTUN
WMEIOTCS JIMIIb B BEAYLIMX FeMaTOJOTMYECKUX LIEHTpaX
U1 OKa3bIBAIOTCSI HEAOCTYMHBIMU OOJBLIMHCTBY KJIWHMK.
3agacTyio 00JIbHbIC BEIHYKICHBI OTIIPABIISITHCS B IPYTOi
ropoJ, IJ1s1 MPOXOXIEeHUs ucciienoBanusi. He Bce U3 HuUx
3HAIOT, B KAKOE€ YUPEKIEHUE OHU MOTYT OOpaTUThLCS 3a I10-
MOII[bIO, YACTO OHM BBIHY>KAEHbI OTIaYMBaTh aHAJIU3 Ca-
MocTosTebHO. Ho naxe B KpYIHBIX KIMHUKAX Cy4aroTCst
po0JIeMbl CO CBOEBPEMEHHOM 3aKYIKOU JOPOrOCTOSIIIAX
peakTUBOB. 3a4aCTyIO KIIMHUILIUCTHI HE COOMIONAIOT Tpa-
BuJIa 3a00pa M XpaHEeHUsI OMOIICUIAHOro MaTtepuana, 4YTo
CYLLIECTBEHHO 3aTPyAHSET pabOTy MATOJIOra WIM ACJIaeT ee
BOBCE HEBO3MOXHOM.

ITo cnoBam Bagyma BaneHTrHOBMYA, HEKOTOPbBIE MPO-
0671eMbl HAOIIOAAIOTCSI U C MOJIyYeHUEM IMaTOJIOTaMU aK-
TyanbHOl nHbopmanun. Hepenko maxe KpymHble poc-
CUICKUE KIMHUKU U Y4eOHO-HAyYHbl€ OpraHU3aluy He
WMEIOT IOCTyNa K IOJHBIM BapuaHTaM craTteil. A Belb
0e3 KaueCTBEeHHOTO 00pa30BaHUS U IMTOCTOSIHHOTO U3y4e-
HUS HOBBIX JAHHBIX HEBO3MOXHO ITOBBICUTh Kay€CTBO
JIMArHOCTUKU.

Hepenko oTeyecTBeHHbIE TATOJIOTH, 1aXKE B TEX CIY-
yasix, KOria MCIbITbIBAIOT COMHEHUS IO MOBOMY Mpa-
BUJIBHOCTU JWAarHo3a, He 3alpallnuBaloT BTOPOe MHEHUE,
a MPUMHUMAIOT pellieHrue 0e3 JOCTaTOYHbIX Ha TO OCHO-
BaHMii. B EBporie HamaxkeHa cucTemMa COTpyAHUYECTBA
MEXAy KJIMHMKaMU U BHYTPU CTpaH, U MEXIy rocyaap-
cTBaMU. broncuitHbIiA MaTepuai B OJHOM COXPaHHOCTU
B TedeHHe 1—2 mHeil MOXeT OBITh MOCTaBJICH U3 OMHOM
cTpaHbl B 1pyryto. B Poccuu ke nepechlika conpsikeHa
C PSLIOM TeXHUYECKUX TpyAHOcTel. KpoMme Toro, oteue-
CTBEHHBIE CICLHMAIMCTHI 3a4acTyIO0 He KeJaloT TeMOH-
CTPUPOBATh CBOE MHEHME, KOTOPOE MOXET OKa3aThbCs
OLIMOOYHBIM.

3aBenmyroIast maToJI0r0aHATOMUYECKUM OTAEJICHUEM
I'HII 1.6.H., nmpod. Anna MuxaitnosHa KoBpuruna ort-
MeTHJIa, 4TO TOCJEe CO3MaHUs pedEepeHCHBIX IIEHTPOB
B Poccuu cutyauust B cTpaHe Hauyaja yiaydiiatrbesi. Te-
Mepb MaTOJAOIU, CTOJIKHYBIIHUECS CO CJIOXHBIM CIydyaeM,
BBI3BAaBIUMM y HUX 3aTPYAHEHUS, UMEIOT BO3MOXHOCTb
OTIIPAaBUTh MaTepUasl B TAKOU LIEHTP Y MOJYYUTh IUArHO3
OT ele ogHoro cnenuanucTa. CrucrteMa BTOPOTO MHEHUS
1 0OMEH 3HAaHUSIMU CITIOCOOCTBYIOT PO eCcCUOHATHBHOMY
pPOCTY Bpaueil 1 yJIy4ylIeH1I0 JMarHOCTUKYU B CTPaHE.



YBakaemble konneru!

Mpu opopmnenunu ctateir, HanpaBnsembix B ypHan «OHKorema-
TONOrnaA», Cnefyer pykoBoACTBOBaTbCA 00HOBNEHHbIMI NpaBUIamMu:

1. (TaTbsA fOMKHA ObITb NPeACTaBAEHa B INEKTPOHHOM Bie (B OTAENb-
HbIX daiinax: TeKCT CTaTby CO CIUCKOM INTEPaTYpbl, TabAMLbI, rpadukm, pucyH-
Ki, NOANMCU K PUCYHKAM, Pe3ioMe).

LWpu¢T —Times New Roman, 14 nyHkToB, uepe3 1,5 untepsana. Bce crpa-
HULbI JOMKHbI ObITb NPOHYMEPOBAHDI.

2. Ha nepBoii cTpaHuLie JOMKHO BbiTb yKa3aHo: Ha3BaHMe CTaTbu, UHULN-
anbl ¥ Gamuaum BCex aBTOPOB, NONHOE Ha3BaHMe yupexaeHus (yupexaenuil),
B KOTOPOM (KOTOPbIX) BbINMOHEHa paboTa, ero (11X) NoNHbIiA afpec C yKkasaHuem
NHIEKCa.

(0643aTenbHO yka3blBaeTca, B KaKOM yupexaeHni pabotaeT Kaxzblil u3
aBTOPOB.

(ratba JomkHa ObITb MoANMCaHa BCeMU aBTopamu. B KoHue cTaTbi
LOMKHbI ObITb 0643aTeNbHO YKa3aHbl KOHTaKTHbIE TenedoHbl, pabouuii
appec ¢ yKasaHuem HpEKca, GaKe, appec INEKTPOHHOI NouThbl U da-
MUANA, UMA, 0TYECTBO NONHOCTbIO, 3aHNMaeMas JOMKHOCTb, yYeHas
cTeneHb, y4eHoe 3BaHUe aBTopa (aBTOPOB), C KOTOPLIM pefaKuua byaet
BeCTY Nepenncky.

3. 06bem cTaTeli: opuUrMHanbHas cTatbA — He 6onee 12 cTpaHuL; onuca-
HUe OTAENbHbIX HabNIoAEHNIA, 3aMETKIN U3 NPAKTUKKM — He Bonee 5 CTpaHuL;
0630p nuTepatypbl — He 6onee 20 CTpaHuL; KpaTkue coobLieHna 1 nucbma B
pefakuuio — 3 CTpaHuLbl.

CTpyKTypa OpuUrMHanbHoIi CTaTbi: BBefieH1e, MaTepuanbl 1 METofpl,
pe3ynbTaThbl UCCNe0BaHNA 11 X 00CYXeHMe, 3aKnKueHne (BbIBOADI).

K cTaTbAM OMKHO BbITb MPUNOXKEHO Pe3tome Ha PYCCkoM A3blke, 0Tpa-
XalolLiee cofiepxaHne paboTbl, C Ha3BaHUeM CTaTby, GamUAMAMM U HULNA-
Namu aBTOPOB, Ha3BaHMEM YUPeXIEHUIA; AN1A 0pUTIHATIbHBIX CTaTell — CTPYK-
TypPUpOBaHHOE pe3tome (BBeAeHYe, MaTepuanbl 1 METOAbl, pe3yNbTatbl U T. .).
06bem pe3tome — 15005000 3HakoB ¢ npobenamu. Konnuectso KntoueBbIx
CNoB J0MKHO cocTaBnATb o1 10 ao 50.

4. UnniocTpaTuBHbIiA MaTepuan:

« Qotorpadum [OMKHDBI ObITb KOHTPACTHBIMIA; PUCYHKM, TPadUKI U AUarpam-
Mbl — YETKIMMU.

- DoTorpadum NpeACTaBAAIOTCA B OPUTIUHANE UMK B SNEKTPOHHOM BUAe B Gop-
marte TIFF, JPG, CMYK ¢ pa3pewseHnem He metee 300 dpi (Touek Ha Atoiim).

« [paduKi, Cxembl U PUCYHKI AOMKHBI ObITb NpeAcTaBneHbl B Gopmare EPS
Adobe lllustrator 7.0-10.0. lMpu HeBO3MOXHOCTM NpeAcTaBneHna daiinoB
B JaHHOM hopMaTe HeobXOANUMO CBA3ATLCA € pefakLmeit.

+ Bce pucyHKI BOKHBI 6b1Tb IPOHYMEPOBaHbI 1 CHabXeHbl NOAPUCYHOUHBIMY
nognucamu. Moanucu K pucyHKam AaloTca Ha oTAeNbHOM nucTe. Ha pucyHke
YKa3bIBAKOTCA «BepX» U «HU3»; GparmeHTbl pUCYHKa 0603HaYaoTCA CTPOUHBI-
Mu ByKBaMK pycckoro andasuTa — «a», «6» 1 T. . Bee cokpatLenua n 0603Ha-
YeHMA, MCNONb30BaHHbIE HA PUCYHKE, AOMKHbI ObITb pacLuMdpoBaHbI B NOAPU-
CYHOYHOIA noAnucy.

« Bce Tabnuubl gomkHb! 6bITb NPOHYMePOBaHbI, UMeTb Ha3BaHue. Bce cokpa-
LLieH!A pacluMPpoBbIBAIOTCA B NPUMeEYaHNI K Tabauue.

+ (cbInky Ha TabauLbl, PUCYHKK W ApYTvie UANKCTPATUBHbIE MaTepuanbl npu-

BOAATCA B HAANEXaLLMX MeCTax Mo TeKCTy CTaTbi B KPYrMbIX CKoOKax, a ux
PacnonoxeHue ykasblBaeTcA aBTOPOM B BIAe KBaJpaTa Ha NoAsAX CTaTby ClleBa.

5. Eaununupl namepenuii gatotea B CU.

Bce cokpatuenua (a66peBuatypbl) B TeKCTe CTaTbin LOMKHBI ObITb NONHO-
(Tblo pacumdpoBaHbl Npu nepom ynotpedaeHnu. Mcnonb3oBaxue Heobiue-
MPUHATBIX COKPALLEHMI He 0Ny CKAeTCA.

Ha3BaHue reHoB MULETCA KYpCUBOM, Ha3BaHWe 6ENKOB — 0ObIUHbIM
wpndtom.

6. K cTatbe JomKeH ObiTb MPUAOXEH CNUCOK LUTUPYEMOIA TepaTypbl,
0QOPMNEHHbII Cneayowmm 06pasom:
« CNUCOK CCbINOK MPUBOAUTCA B MOpAAKE LMTUPOBaHUA. Bce UCTOYHMKM
LOMKHbI 6bITb MPOHYMEPOBaHbI, @ UX HyMepaLa — CTPOro CO0TBETCTBOBATL
HymepaLuu B TekcTe cTaTbi. CCbINKKM Ha Heony6anKoBaHHbIe paboTbl He fony-
CKaloTCA.
« [1nA KaX[0ro MCTOYHMKA HE0OX0AMMO YKa3aTh: GaMuM U MHULMANbI aBTO-
poB (ecnu aBTopoB 6onee 4, yka3biBaloTcA nNepBble 3 aBTOPa, 3aTeM CTaBUTCA
«) Bp.» B Pycckom unn «et al.» — B aHMNIACKOM TeKcTe).
« [y ccbinke Ha cMambu U3 XYpPHAO08 YKa3bIBAIOT TAKXKe Ha3BaHUe (TaTby;
Ha3BaHue XypHana, rog, ToM, HOMep BbIMycka, CTPAHMLbI.
« Mlpn ccoinke Ha MOHO2paghuu YKa3biBaKT Takxe NONHOe Ha3BaHue KHUrK,
MECTO U3[1aHuA, Ha3BaHUe U3aTeNbCTBa, TOf U3AaHNS.
« pn ccoinke Ha asmopeghepamer fuccepTauuii yKkasblBaloT TakKe NoNHoe
Ha3BaHue paboTbl, AOKTOPCKaA N KAHAMAATCKAA, FOA U MeCTO U3AaHuA.
« [lpu ccoinke Ha OaHHbIe, NOTyYeHHble u3 iHmepHema, ykasblBaloT ek-
TPOHHbIIA aApec LUTMPYEMOro UCTOYHMKA.
« Bce ccoinki Ha nuTepaTypHble UCTOUHNKM NeYaTaloTca apabckumu undpamu
B KBaApaTHbIX ckobkax (Hanpumep, [5]).
« KonuuectBo untupyembix paboT: B OPUTMHANBHBIX CTATbAX KenaTeNbHO
He 6onee 20—25 ncTouHIKoB, B 0630pax nuTepaTypbl — He 6onee 60.

7. TpeqcTaBneHue B pedakLmio paHee onybnuKoBaHHbIX CTaTeil He fony-
CKaeTcA.

8. Bce cTaTbi, B TOM YiCNIe NOATOTOBNEHHbIE aCNMpPaHTaMM 1 COMCKaTeNA-
MM YYeHOIA CTeneHU KaHANAATa HayK MO pe3ynbTatam CO6CTBEHHbIX UCCnefo-
BaHWIA, NPUHUMAIOTCA K NeyaTy becnnatHo.

(raTbi, He COOTBETCTBYWLME AaHHbIM TpebGoBaHMAM, K pac-
CMOTPEHUIO He NPUHUMAIOTCA.

Bce noctynatowyme ctaTbi peLieH3NpyoTca.

MpucnanHble MaTepuanbl 06paTHO He BO3BpaLLAOTCA.

Pepakuma octaBnAet 3a co6oil NpaBo Ha peaKTUPOBaHUe (Ta-
Teil, NpeAicTaBNeHHbIX K ny6nukaumu.

ABToOpbl MOTYT NpUCbINATL CBOW MaTepuanbl no agpecy: 115478,
MockBa, Kawmpckoe wocce, p. 24, ctp. 15 nM6o no 3neKTpoHHOI no-
yTe Ha appec pepakuuu: tvk@abvpress.ru c 0643aTenbHbIM YKa3aHu-
€M Ha3BaHuA XypHana.
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Mab6Tepa“°SC BBogMTCA BCEro 3a 5 MUHYT

Toprosoe HauMeHoBaHWe: Mab6Tepa’. MepayHapoaHoe HenaTeHTOBaHHOe Ha3BaHMe:
Putykcimab. PeructpaumonHoe ypoctoBepenue: J1M1-002575. JlekapctBeHHas dopMa:
PactBop ansa nogkorHoro BeeferuA. CoctaB: 1 dnakoH cogeprut 1400 Mr putyKcmMaba.
MokasaHuA K npuMeHeHUio. HexommKWHCKaA NMpOMa: peLmavBupylOLLaA UAK XMUO-
ycTonumBana B-knetouHan, CD20-nonoxuTensHaA HEXOOMKUHCKaA NMMPOMa HU3KOM CTe-
MeHW 3710Ka4ecTBeHHOCTU U donnmKrynapHas; GonnukynapHaa numdoma -1V cragum
B KOMBVHALWVM C XMMUOTepanwelty paHee HefledeHHbIX NaumeHToB; GoNnvKynApHan numdomMa
B KadecTBe MOAAEPHMBAIOLLIEN Tepanuu rnocse 0TBeTa Ha MHOYKLMOHHYI0 Tepanuio; CD20-
nonoxuTensHaa anddysHaa B-KpynHOKNEToUYHaA HEXOOKKMHCKaA NMMPoMa B KOMOMHALIMM
¢ xumuroTepanueit no cxeMe CHOP (umknodocdamn, [AOKCOPYOULIMH, BUHKPUCTUH, NpeaHu-
30710H). MpoTUBONOKa3saHuUA. [VNepUyBCTBUTENBHOCT K PUTYKCUMMAGy, NIo6oMy BCrioMora-
TeNbHOMY BeLLleCTBy Mpernapara Wi K bekam Mbilv B aHamHe3e. OcTpble MHGEeKLMOHHbIe
3a6051eBaHNA, BbIPAXKEHHBIN MEPBUYHBIN UK BTOPUYHBIA UMMYHOAEDULMT. [leTCKUIn BO3-
pacT o 18 neT (3pdeKTUBHOCTb U 6e30MacHOCTb He YcTaHoBMEHbI). BepeMeHHOCTb 1 Nepuof
rpyAHoro BckapMivBaHuA. Cnoco6 npuMeHeHua 1 posbl. [epes npyvMeHeHvieM npenapara
Ma6Tepa® cnenyeT BHUMATESIbHO 03HAKOMUTBCA C UHCTPYKLIMEN U yOeauTbCA, YTo SeKapcT-
BeHHaA ¢popMa npenapara coOTBETCTBYET Ha3HAYeHHOM NaLMEHTY (<KOHLLeHTpaT AnA Npuro-
TOBMIEHWA pacTBopa AnA UHY3Ui» UK «pacTBOp ANA NOAKOMKHOro BBeAeHUA»). Mpenapat
Mab6Tepa’ B nekapcTBeHHoIt GopMe «pacTBOp AJ1A NOJKOKHOIO BBEAEHUA» He npefHa-
3HaveH AnA B/B BBeAeHUs! Mepsyio 403y npenapata Mabtepa’ (375 Mr/M?) naLmeHTbl LONMHKHbI

Maob6Tepa°SC

PumykcumMab 0518 nodKoicHo20 BeedeHuUs
BbICTPO - [MPOCTO - 3O®EKTUBHO

NoAY4YuTb B BUZe B/B UHDY3WM Npenapata B NeKapCTBEHHOM GOpMe «KOHLEHTPaT And npu-
rOTOBSIEHUA pacTBopa AnA uHby3ui». Mepsasa BHYTpUBeHHan uHoy3uA. [11q B/8 BBeAeHWA
crnepyeT Ucnonb30BaTh Npenapat MabTepa” B lekapcTBeHHOM GopMe «KOHLEHTpaT Ans npu-
rOTOBSIEHUA PACTBOPA AN1A UHGbY3UM» (CM. COOTBETCTBYIOLLYYIO UHCTPYKLIVIO MO MEAMLIMHCKOMY
npUMeHeHuio). MalmeHTsl, KOTopble He CMOMM MOJYYUTL NOMHYlo 403y NpenapaTa Mabtepa’
B JIEKaPCTBEHHOM GOPME «KOHLEHTPAT A/A MPUroTOBEHUA pacTBopa And uHby3uiy, B no-
cnefyioLmMX LMKNax JOoMKHbLI NPoAoIKaTh nosyyats npenapat Ma6Tepa® B leKapcTBeHHOM
dopMe, npenHasHayeHHol AnA B/B BBedeHWA. Mocnegylowme MOAKOMHbBIE UHBEKLUM.
MaumeHTbI, MONYYMBLLKE MOSHYIO 403y Nperapata Mabtepa® B leKapCTBEHHOM pOpMe «KOH-
LleHTpaT A471A NpUroToBNeHA pacTBopa AnA UHADY3Wit», B CNeayIoLMX LIMKNaxX MOryT nosy-
yaTb npenapat Ma6Tepa® B nexapcTBeHHoM dopMe, NpeaHasHaueHHon ANnA N/K BBegeHuA.
IMoAKoHHbIe HBEKLMM Npenapata MabTepa” B neKkapcTBeHHOM GpopMe «pacTBop AS1A NMOAKOH-
HOrO BBEZEHVA» MPOBOAAT MPUBNM3UTENBHO B TeveHWe 5 MuHyT. Mpenapat MabTepa® B nexap-
CTBEHHOM HOpPMe «PacTBOpP A/1A NOAKOMHHOM0 BBEAEHWA» CrieAyeT BBOAWTL N/K TONbKO Brepesd-
HiOI0 BPIOLLIHYI0 CTeHKy. [penapar MabTepa® B leKapcTBeHHOM GopMe «PacTBOp /1A MOAKOHHOO
BBeAeHVA» 1 Apyrie npenaparb, Takme npeaHasHavdeHHbsle A1A N/K BBeAEHUS, N0 BO3MOMHO-
CTU, CrieflyeT BBOAWTL B pasHble MecTa. B criyyae npepsiBaHA MHBEKLM e MOYKHO BO30BHOBUTL
BTOM e CAMOM MeCTe U, MK HEOBXOAUMOCT, U3MEHWTL MECTO MHBbeKLMM. KoppeKums [o3bl
B XoAe Tepanuu. CHUaTb 403y pUTYKCUMata He peKoMeHZyeTCA.
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