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OWATHOCTUKA TEMOBJIACTO308B

ANOOEPEHUUANIBHAA QUATHOCTHRA
HEXOAHMKUHCKUX B-HJNETOYHBIX THM®OM

A.M. Kospuruna, H.A. IIpo6aToBa
POHI[ um. H.H. Baoxuna PAMH, Mockea

B cmamve paccmampusaiomes: 60npocwt Mopghoaoeuseckoi u UMMYHOLUCHOXUMUMECKOU OUASHOCMUKY HEX00NCKUHCKUX B-inemounvix aumgom. [lpo-
800UMCsl CONOCMABACHUE UMMYHOPEHOMUNA B-kaemounsix aumpoudrsix onyxoneil, ux <HOPMALbHbIX» KACMOYHbIX AHAN0206 C YHEMOM Hemblpex ma-
noe B-knemouroii dugpgepenyuposku: B-kaemku-npeduiecmeenHuybl KOCMHO20 M032a, 3peaoll HaueHoi B-kaemku, B-kaemku ¢ ghorruxyasproi dug-
epenyuposkoii, nocmgpoarnukyasproii B-xaemku. Ipedaoscenvt aneopummol UMMYHOLUCIOXUMUYECKOU U hepeHyuanvHoll OuasHoCmuKuU.

Karouesnte caosa: nexooxuckuHckue aumgpomolt, B-kaemounvie aumenl, duacnocmuxa, mopgoaoeus, UMMyHOpeHomun

DIFFERENTIAL DIAGNOSIS OF NON-HODGKIN’S B-CELL LYMPHOMAS

A.M. Kovrigina, N.A. Probatova
N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow

This article reviews the problems of morphological and immunohistochemical diagnosis of non- Hodgkin’s B-cell lymphomas. We compared immunophe-
notype of B-cell lymphoid neoplasms and their «<normal cell> analogs taking into account 4 stages during B-cell differentiation: bone marrow B-cell pre-
cursors, mature naive B cells, B cells with follicular differentiation, and postfollicular B cells. We proposed an algorithm of immunohistochemical differ-

ential diagnosis.

Keywords: non-Hodgkin’s lymphomas, B-cell lymphomas, diagnosis, morphology, immunophenotype

B nocnennue 30 et npuMeHEeHUEe HOBBIX TEXHOJIOTUIA,
BKJTIOYAs TTOJIM- 1 MOHOKJIOHAJIBHBIC aHTUTEIa, UMMYHOTH -
CTOXMMMYECKYIO TEXHHUKY, MOJIEKYISIPHO-TEHETUYECKUE Me-
TOMBI MCCJIENOBAHUSI peapaHKMPOBKU T€HOB MMMYHOTJIO0Y-
JIMHOB U TeHOB T-KJIETOUHBIX PELIENITOPOB, CHITPAJIO pellaro-
LIYI0 POJIb B U3YYEHUU OMOJIOTMYECKHUX OCHOB U B JMArHo-
ctuke JuMdom. B cBoro ouepenb aeTajibHas Ouosoruyeckas
XapaKTepHUCTHKA 3a00JIeBaHUS CIIY>KUT OCHOBOW JUIS CO37a-
HUS HOBBIX MOP(MOJOTHYECKUX KJIacCU(UKAIINIA, YTO TTO3BO-
JISIeT Ha 0oJiee BHICOKOM YpOBHE, ¢ IPUMEHEHUEM MMMYHO-
JIOTMYECKUX U MOJIEKYISIPHBIX METOJOB MCCIEIOBAHUS OCY-
LIECTBISATh AMArHOCTUKY U T depeHIMaTbHy 0 IMarHOCTH -
Ky JuMGbOM, CXOTHBIX Ha CBETOONTUIECKOM ypoBHe. B Ha-
cTosiee BpeMsI 30JI0ThIM CTaHAaPTOM IUArHOCTUKU JTMMDO-
MBI CTaJl0 MOPMOJOTUYECKOE WMCCIEIOBAHUE C ITOCIEIYIO-
UM MUMMYHO(DEHOTUIIMPOBAaHUEM B LIEISAX BepU(PUKALIMU
BapuaHTa JUM(OMBI U BBISIBICHUSI BO3MOXHBIX MTPOTHOCTH -
YeCKUX MapKepoB. IMMyHOMDEHOTUITMPOBaHNE MOXKHO TTPO-
BOIMTH Ha CBEXXE3aMOPOXKEHHBIX cpe3ax (Jalle ¢ TTOMOIIbIo
MeTOoIa HeIpsIMOi (hTI0OPECIICHIINI) U Ha cpe3ax ¢ mapadu-
HOBOTO 0JI0Ka ¢ MTOMOIIBI0 UMMYHOTUCTOXUMHUUYECKOTO (M-
MyHO(hEpPMEHTHOro) MeTona. Bo3MOXXHOCTh MCTOIb30BaHUS
napacMHOBOTO MaTepuana s BepUdUKaALMM JUarHo3a
1 BapMaHTa JUM(OMBI 00yCIOBMJIA IIMPOKOE MPUMEHEHHE
MMMYHOTCTOXUMUYIECKOTO MeTona. i MMMYyHOTHUCTOXM -
MMUYECKOTO METOJa B T€MOITATOJIOTUU TPUMEHSIOTCST TIOJIH-
(KpoJIMUbM) W MOHOKJIOHAJIbHbIC (MBIIIMHBIC) aHTUTENA,
BXozsIre B HoMeHKIaTypy CD (KimacTepoB JeiiKoluTapHOi
nubdepeHUMPOBKU), aHTUTENa K aKTMBALIMOHHBIM aHTUTe-
HaM, OHKOOeJIKaM, pa3JIMYHbIM KjaccaM WUMMYHOTJIOOY/ -
HOB (Ig), 1erkuM LeTnsiM U MHOTUE JpyTUe.

B-Kneroynbie nuMGIOMbI

B-kierounble MGOMBI COCTABISAIOT 10 85% Hexom-
KKUHCKUX JTUMGOM U TIPOUCXOIAT U3 B-KIeTKu Ha pa3nuy-
HBIX cTanusIX JuchepeHINPOBKU.

IToHnMaHue B3aMMOCBSI3U MEXY OIyXOJEBbIMU KJIET-
KaMU W WX HOPMAJIbHBIMU aHAJIOTAMU SIBJISIETCS OCHOBOW
kinaccudukanum atumdpom BO3 (2001) [1].

Boiensior 4 srana B-kierouHoit auddepeHIMpoBKy:
KOCTHOMO3TIOBbIE KJIeTKU-MPeIIIeCTBEeHHULBI (TTpo-B-KkieTka,
npe-B-kieTka, He3pesas B-kierka); 3pesible HauBHbIe B-kieT-
Ku; GOUKY/sipHble B-kieTku (IeHTpoOAaCT U LIEHTPOLIUT);
noctdouukynsipHble B-knetku (B-kinetka mamsaTtu, rasma-
Trdeckast kiietka). Cpean MapkepoB KOCTHOMO3TOBOM mudde-
peHuMpoBKH, Bkmovatommx CD10, CD19, CD34, CD79a He-
00x0a1MM0o 0cob6eHHO BbLIeaUTh TdT (TepMUHATBHYIO 1E0KCH-
HykJeotuaunaTpanchepasy) u PAX 5 (BSAP). Ha yposHe koct-
HOMO3roBoit inbdepeHInpPoBKY B B-KiieTkax HaYMHaeTcs pe-
apaHX1POBKa TeHOB JIOKYCa TSKEITBIX LIeTIeit MMMYHOTIIO0Y N -
HoB. [locne 3aBepieHus Tpoliecca pekomouHanmu redH TdT
BbIKJIIOUaeTcst. TakuM oOpa3oM, Bce mnepudepuyeckue (3pe-
nbie) B-xknetku TdT-HeratuBHbl. BSAP (B-Kki1eTouHblii crienu-
(buueckuit 6enok) — snepHsbiii JJHK-cBsizbiBatonuii 6eox,
Konupyemblii reHoM PAX 5. PAX 5 urpaet BaXHYy10 poJib Ha BCeX
aTarax pa3BUTHS U CO3peBaHNM B-KieTku, HaunHast ¢ KOCTHO-
MO3TOBOI B-KyieTku 1 3aKaHuMBast ypOBHEM TIA3MOLIUTAPHON
nuddepeHupoBku [2—5]. ChaenyeT Mom4epKHYTb, YTO IIUTO-
miasMatuyeckas akcnpeccusi CD79a0 He siBisieTcsl OCHOBOI
111 Bepudurkauu B-kietouHoit inHeitHoi nuddepeHIMpoB-
ku (B-mumdobnactHol JMM@OMBI U3 MPEaIIeCTBEHHUKOB),
BBISIBIISIETCS HA PAHHUX 9TallaX KOMMUTAIIMY KIIETKU-TIPeIIie-
CTBEHHMUIIBI, ITOCJIC YeTo MOXeT ObITh BhIOpaH B-, T/EK-kie-
TOYHBIN WIM MUEIOUIHBIN TyTh AU @epeHIUPOBKU. DKC-
npeccust PAX 5 siBnsiercss npu3HakoM JeTepMUHUPOBAHHOM
B-xnerouHoit nudbepeHIIMPOBKU.

Mapkepamu osuukyasspHoit auddepeHIMPOBKU SB-
nsitotest CD10 u TpaHckpuninoHHbli daktop BCL-6, uTto
orTimuaeT B-kieTky doymkyna oT 3penoil HauBHOU B-kier-
ku. Takum obpazom, CD10 (CALLA — o01iuii aHTUTEH OCT-
poro 11uMdo06IacTHOTO JIeiiKko3a, Ipyroe Ha3BaHUe — HeIpu-



JIM3UH) BKCIPECCUPYETCS KOCTHOMO3TOBBIMM KJIETKAMM-
TPeIIeCTBeHHUIIAMI Ha cTaausx mpo-B-, mpe-B-kmetku,
He3pesoil B-kneTku KOCTHOTO MO3ra, He BBISIBISIETCST Ha CTa-
UM 3peJioil HauBHOW B-KJIEeTKM M BHOBb 9KCIIPECCUpPYETCS
B-xsierkamu Ha ypoBHe (hOUTUKYIIpHOI quddepeHInpOBKHU.

BCL-6 — aHTHAITONTOTUYECKUIA OEJTOK, STBIISTIONTAICS
KJIIOUEBBIM PETYJISITOPOM (popMUpPOBaHUS U DYHKIIUU 3apO-
neieBoro 1eHtpa [6]. BCL-6 uHrubupyer nuddepeHiim-
pOBKY B-kiteTok 3apopiiieBoro eHTpa HounKya B 1ias3-
MaTUYecKue KJIETKU TMYyTeM CBSI3bIBAaHUS C TpaHCOyllepaMu
Y aKTUBATOpaMu, MperoTBPAILaoIUMU SKCIPECCUIO T1aB-
HOTO peryJjsiTopa IJa3MOKJIETOYHOU auddepeHIInpoBKu
Blimp-1. biokupoka akcrpeccuut BCL-6 B ycJI0BUSIX HOP-
MBI HeoOXxonuMa IJisl nanbHeimeir nuddepenimposku B-
KJIETOK. Y YesloBeKa B YCIOBUSIX (PM3UOIOTUUECKOI HOPMBI
BbICOKMI ypoBeHb BCL-6 00HapyxuBaeTcs B B-kieTkax 3a-
pPONBILIEBOTO LIEHTpAa — LEHTpoOJacTaXx M IEHTPOLIUTAX
U HE BBISIBJISIETCS B KJIETKax Mpe- U MOCTOOITUKYISIPHBIX
cranuit. Kpome toro, BCL-6 skcrnpeccupyercst (hosuiuky-
nsspaeiMu CD4-miotoxkutenbHbIMU  T-KJIeTKaMU, aKTUBU-
poBaHnHBIMU CD30-m0o10XUTETbHBIMU  TUM(POUTHBIMU
kinerkamu. HeobxoauMo MOAYEpPKHYTb, YTO B YCIOBUSIX
HOPMBI KJIETKHU 3apOJIbIIIEBBIX LIEHTPOB BTOPUYHBIX (DO~
KyJIOB HE 3KCMPECCUPYIOT aHTUAMOMNTOTUYECKUI OesoK
BCL-2, T.e HEYyBCTBUTEJIbHbI K CUTHaJaM OJOKUPOBKU
arorTo3a Mo MUTOXOHIIPUATBLHOMY TTYTH.

[Mnazmoknerounas nuddepeHIMPOBKa HAYUHAETCS
B CBETJIO 30HE 3apOXbIIIeBOro LIEHTPa, aCCOLUMPOBAaHA
¢ murpaumeit B-xkietku 3a mpenesibl (oUIMKYyda U MOXET
OBITH UACHTUGUIIMPOBAHA C TIOMOIILI0 UMMYHOTHCTOXUMU -
YECKOTO OKpaIlMBaHUS C UCTOJb30BaHUEM aHTUTEN K CD38,
CD138 (Syndecan-1), MUM.1/IRF4 (MHOXecTBeHHast Mue-
Joma 1/uHTepdepoHperyaaTopHbiii daktop-4). MUM.1
SKCIpeccupyeTcsl Ha TMO3nHel cTanuu GOoTUKYISIPHON
U MOCTHOUIMKYJISIPHON (r1asMouuTapHoit) nuddepeHn-
pOBKHM B-KJI€TOK; MOJOXUTEIbHBl B OCHOBHOM IJIa3MaTHuye-
CKHUe KJIeTKU, eNuHUYHble B-KkiieTku osuinkynos, a Takxke
HeOoJblast yacth T-kierok. Ha aTom 3Tare, Kak npaBuiio,
CHUXAaeTCs 2KCIpeccusi TMaH-B-KIeTOUHBIX aHTUTEHOB
CD19, CD20, PAX 5, moBepxHocTHOrO Ig, 4TO cCompoBoxkna-
eTCsl BO3pacTaHWEM LIMTOIIa3MaTUUeCKoii cekpeunu Ig.

B pesyabrare B-kietouHoil nuddepeHuUpoBKU pas-
JmyaroT 3 m1aBHbIe 3peble (opMbl B-kieTok:

— 3penas HauBHas1 B-kiertka;

— B-xyetka 3aponbiieBoro eHTpa GhoyunKya;

— noctdoynukyaspHas B-kieTka.

HopmanbHble (HeomyxosieBble) KIJIETOYHBIE aHAJIOTU
nepudepudyeckux B-KaeTOUHbIX JUMGOM TpUHALTIEKAT
K OJTHOU W3 BbILIEYKA3aHHbIX TpeX 3pesibix hopMm B-kieTok.
HexomxxuHckre TuMOOMBI CO 3peTbiM UMMYHO(DEHOTUTIOM
MMEIOT Pa3IUYHyI0 MOP(QOJOTUIO, KIMHUYECKOE TeueHUe
U TIPOTHO3, YTO BO MHOIOM JETEPMUHHPOBAHO CTEIMEHbIO
nrddepeHIMPOBKY HEOMTYX0JIEBOIO aHaIora.

Knaccudmkauna BO3 onyxoneit numchonpaHoil THaHN (2001)

Onyxo.1 U3 NpeANIecTBeHHNKOB B-KieTok

JIumdob6macTHBIN Jeiiko3/mMMdoMa 13 TIpeaIIecTBeH-
HUKOB B-KjeTok.

3pesbie B-KieTouHbIe OMyXO0.JIH

XpoHuveckuit tumdonuTapHbiil Jetikos (XJIJT)/mum-
(oma u3 Maneix tumbouutos (MJIM).

B-xiieTouHblii mponuM@ouTapHblii JIeiKo3.

JIumdornasmonuTapHast TuMdoMa,/MaKpOTrI00yIuHE -
mus BanbaeHcrpema.
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Jlumboma MapruHanbHO# 30HbI cesnedeHku (JIKM3).

BosocaTokiieTouHblit JIeiiKo3.

I11a3MOKIETOUHBIE OMYXOJIU:

MJIAa3MOKJIETOUHAsT MUEIOMa;

MJIAa3MOLIUTOMA;

00JIe3HN OTJIOKEHVSI MOHOKJIOHATbHBIX UMMYHOTJIO-
OYyJIMHOB.

BonesHu TsoKebIx 1merneit.

DKcTpaHonanbHast B-kietouHass numdoma mapru-
HaJIbHOM 30HbI M3 aCCOLIMMPOBAHHOM CO CIM3UCTHIMU 000-
Jioukamu JumdounaHoi Tkanu (MALT-nmumboma).

Honanbhast B-kiierounast immMboMa MapriHaIbHOM 30HbI.

DoumkynspHast aumdoma (PJI).

JIumdoma n3 kinetok Mmantuu (JIKM).

JuddysHas B-kpynHokieTounast iumdoma (B-JAKKIT).

MenuactuHanabHas (TUMuYecKasi) B-kpymnHokieTou-
Has Tumdoma.

Buytpucocynucras B-kpynHokieTouHast aum@oma.

IlepBuuHas aumdbomMa cepo3HbIX 000I0YEK.

JIumdoma/neiiko3 bepkurra.

B-xJeTouHblif TMMGOMATOUIHBIN TpaHyIeMaTO3.

Jlanee kpaTKo 0003HAYMM BOMPOCHI MOpP(OJOruye-
ckoil nuddepeHInanbHON OUAarHOCTUKU HauboJiee 4YacTo
BCTpeYarommxcs: B-KiIeTouHbIX JTMMGOM, O00BeIMHEHHBIX
B COOTBETCTBYIOIIME TPYNIbl. Bepudukaius BapuaHTa JuM-
(oMbl BO3MOXHA TPU UMMYHOTUCTOXUMUYIECKOM HCCIIENO-
BaHWM C UCTIOIB30BAHUEM MTPABUIBHO C(POPMUPOBAHHOI T1a-
HEJU TOJIM- U MOHOKJIOHAJbHBIX aHTUTEJN, MO3BOJISIOIIEH
BBISIBUTh «IMArHOCTUYECKUII» KOMIUIEKC ITOJIOXHUTETIbHBIX
peakumii UM «MapKepHbI» aHTUTEH.

AndhdepeHunanbHas AHarHocTMKa

numdobnactHoii numcombl 1 numdioMbl BepruTTa

Mopdoaoruyeckum cyocTtpatoM JTUMOOOIACTHOM
JauM@oMbl (M3 TMPEAIIeCTBEHHUKOB) SIBJSIIOTCS OJIaCTHBIE
KJIETKM CPEJHUX Pa3MEPOB C OKPYIJI0-OBAJbHBIMU U HEMpa-
BWJIBHBIMU SIIpAaMU, BBICOKUMHU SIIEPHO-TIUTOIIa3MaTHYe-
CKUM COOTHOIIIEHUEM U MUTOTUYECKOU aKTUBHOCTBIO.

[MpoBeneHre MMMYHOTHCTOXMMUYECKOTO HCCIEeI0Ba-
HUSI HEOOXOIMMO it yctaHOBAeHMsT B- wim T-nuHeiiHO#
MPUHAIJIEKHOCTH JTMMGOOIaCTHOM JTUM@POMBI, TaK KakK Ha
CBETOONTUYECKOM YPOBHE JIMM(poOIacTHbIE TMMGpOMBI U3 B-
u T-KJIeToK-TIpeaIecTBeHHIKOB Hepa3muaumMbl. [Ipu Hamm-
4y MOP(OJOTUYECKON KapTUHBI OJACTHON JUMGMOMBI,
MPeCTaBIEHHO MOHOMOP(MHBIMU KJIETKAMH CPETHUX pa3-

Puc. 1. Jlumghobaacmunas aumgpoma ¢ bepkummonodobusim yuacmiom.
OKpacka 2eMamoKkCcuAuHom u 303UHom, ya. 400
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[002.2 BUIOUWOLYWIIOHHDO H

Ta6nuua 1. Hmmynoeucmoxumuueckas oupgpepenyuarvuas duaecHocmuka

aumpobracmuoi aumpomor u aumpomo. bepxumma

IIan-T-uneiinbie .

Mapkepbt TdT PAXS5 CDI10 e — IgM CD20 CD43 BCL-6 Ki-67
B-numdobnactHas  + 4 + - - (penxo +, cinabas -/t —/+ Oxkono 90%
mmmpoma reTeporeHHast peaKisl) OITyXOJIEBBIX KJIETOK
T-numdbobraactHas + - + + - + -/+ To xe
numboma
JIumboma - 4 4 - I F 4 Oxkoro 100%
Bepkurra OITyXOJIEBBIX KJIETOK

MEpOB C OKPYIJI0-OBaJIbHBIMU SIAPAaMU ¢ HaTMYMeM bepkuTt-
TOMOJOOHBIX Y4acTKOB (puc. 1), Heooxonuma auddepeHm-
ajbHasl AMarHOCTHKa ¢ JuMdomoii bepkutra, mmeroineit
oUKyIsIpHOE IMTPOUCXOXKIECHHE. AJITOPUTM UMMYHOTHCTO-
XUMUYECKON nuddepeHIIMaNIbHON ATUArHOCTUKK TIPUBEICH
B TaO. 1.

ITpu nuddepeHmanbHoOM nuarHoctuke B-nmumdoodaa-
cTHOM JiuMdOoMbI U TuMbOoMbl bepkuTTta BaxkHbIMU Audbde-
PEHIIMATBHO-TMaTHOCTUIECKUMU MapKepaMu SIBJISTIOTCSI:

— nosnoxwurenbHast peakuus ¢ TdT (puc. 2), npu ium-
(ome bepkuTTa oTpHULIaTEIbHA;

— peakuusg ¢ CD20: MmoHoMop(dHasi MHTEHCUBHasI
MeMOpaHHasi peakiys npu Jumdome bepkurra u rereporeH-
Hasl cJ1aboMO3UTUBHAsE MeMOpaHHas peakiys B YaCTU KJIETOK
npu B-numdobnactHoit numdome. Peakumu ¢ PAX 5
1 CD79a B 060X cydasix MoJIOXUTETbHBL

— oTueTMBass MeMOpaHHas skcnipeccus IgM npu
B-numdobaactHol TuM@pOMe OTCYTCTBYET.

Audbchepenumanbhas AHArHOCTHRA

MENKOKNEeTOYHbIX B-RNETO4HbIX NuMtom

Ipynna MeJKOKJIETOUHBIX B-KjIeTOYHBIX auMboM
BKJTIOYACT:

— JIMJI;

— JIKM;

— DJI;

— JIKM3.

Bce BrieniepeuricieHHbIE TUMOOMBI MOTYT B TOM MU
WHOM CTEeTICHU TIPOSIBIISATH TTPU3HAKH TIIa3MOLIMTapHOM Trud-
(bepeHIMPOBKH, UTO HA CBETOONTUYECKOM YPOBHE TTO3BOJISI-
€T MPEToJOXUTh X B-KieTouHOoe MpoucxoxXaeHue.

Puc. 2. Jlumpobaacmuas aumgpoma. Onyxonegvie Kaemxu
axcnpeccupyiom TdT. Asudur-6uomur-nepokcudasHolii Memoo.
Dkcnpeccus onyxonesvimu kaemkamu PAX 5, ye. 100

JiMmn

Mopdonoruyeckas kaptuHa JIMJI, ugeHTuuHas cyo-
crpary B-XJIJI, xapaktepusyetcst 1 dy3HBIM pa3pacTaHu-
€M OITyXOJIEBbIX KJIETOK C MOP(OIOrueld MajibIX JTUMQOII-
TOB: KJIETOK C OKPYIJIBIMU siIpaMy, KOMKOBAaTbIM XpOMaTH-
HOM, HEOTYETIMBBIMM SIAPBIIIKAaMU. B pasHOM KoJuyecTBe
BCTPEUaIoTCs TPOTUMOOIIUTEI — KIIETKUA CPEITHUX Pa3MepPOB
C OTYETIMBBIMU LIECHTPAIBHO PACTIONIOXEHHBIMU HEOOJIbIIN-
MM SIIPBIIIKAMU — W TTapauMMyHoOacTel. Hanmnune B omy-
XOJICBOI TOIYJISIIMU KJIETOK ¢ HEMTPaBUIbHBIMU SIAPAMM CO-
3[aeT TPYAHOCTU B JUpdepeHIMaNbHON JUarHOCTUKE C Ipy-
TMMU MEJIKOKJIETOUYHBIMU JuMpomaMu. Takue HaOI0aeHUS
MOJYYWIN HAa3BaHUE «aTUMMUYHOTO BapuaHTa JIMJI».

B Hacrosiiiee BpeMsl BBIIEISIOT 2 TPYIITBI OOJBHBIX
JIMJ1/B-XJIJL. 1-s rpymma cocrasisier 30—40% ot Bcex ciy-
YyaeB, XapaKTEepU3yeTCs OTCYTCTBUEM COMATUYECKMX TMIIEp-
MyTallMii TeHOB BapuabeIbHOM 00JacTu TsKenbIx ueneit Ig
(IgVH) onyxoJieBbIX KJIETOK U SIBJISIETCSI IPOTHOCTUYECKU He-
GyaronpusiTHO. MapkepamMu HeOJIaronmpuUsITHOTO TEYCHUSI,
TECHO KOPPEJUPYIONIUMU C OTCYTCTBHEM BBIIIEYKa3aHHBIX
MyTallMii OIYyXOJIEBOTO KJIOHA, SIBJISIIOTCS aKTMBALIMOHHBIN
antureH CD38 (6osee 30% MO3UTHUBHBIX OIMYXOJEBBIX Kile-
ToK) 1 ZAP 70 — 6enok, acCOUMUPOBAaHHBIN C C-1IEMbIO
T-xierounoro perernropa (6osee 20% MOJTOXUTETbHBIX OITY-
XoJieBbIX KJeTokK) [7]. Ecnm B-kjnetka-mpeaiiecTBeHHULIA
JIMJI mipotuia poyutMKyIsIpHyo TUdGhEpeHIIMPOBKY, a 3Ha-
yut, umeeT mytauuu IgVu, kimuuueckoe teuenue JIMJI 60-
Jiee OJIaronpusiTHO.

JIKM

OnyXoJieBbIM CYOCTpaTOM SIBJISIIOTCSI KJIETKM C Hempa-
BUJILHBIMU U OKPYIJIO-OBAJIBHBIMU CBETJBIMM SIIPAMU, He-
PEeNKO OTYETIUBO BUIHBI MIPU3HAKU TTEPUHYKIEAPHON KOH-
JIeHCAllMu XpoMaTruHa. MophoI0ornyecK BBIICISIOT KJlac-
CUYECKUIi, MEJIKOKJIECTOUHBIN, OJACTOMIHBIN U TIeoMopdh-
HBIIA BapuaHTBl. MapkepoM JaHHOTO BapuaHTa JUMOOMBI
SIBJISIETCSl TUMepaKcrpeccus oenka cyclin D1, oOycioBieH-
Has t(11;14)(q13;q932) [8]. [To HamieMy MHEHMIO, AUMArHo3
JIKM MoxeT ObITh BepudULIMPOBAH MTPU UMMYHOTUCTOXU-
MHUYECKOM HCCJIEIOBAHUN MPU HAIMYMH SIACPHOM 3KCIpec-
cuu cyclin D1 («BHYTpeHHUI» TTOJIOXUTEIbHBIM KOHTPOJIb —
TUCTUOLIMTBLI) B COYETAHMU CO cJiaboii sKcrmpeccuein p27
(puc.3) Mo CpaBHEHHUIO C HEOMyXOJEBbIMU JUMMOUTHBIMU
KJIeTKaMU («BHYTPEHHUI» TTOJOXUTEIBHBIIA KOHTPOJIb).
B sToM ciyuae uccnenoBanue Ha Haauuue t(11;14) ¢ momo-
mpio FISH-MeTonma He sBisieTcst 00s13aTeTbHBIM.

on

DJI HeceT B cebe YepThl MPEACYIIECTBYIOIIETO BTOPUY-
HOro (hOJUTMKYJIA: €€ KJIIETOYHBIN COCTAaB BKITIOYAET B Ce0sT IIeH-
TPOLUTHI U LIEHTPOOJIACThI, B OCHOBE HOMYJIEH UMEETCSI opra-
HU30BaHHAS CeTh (DOJUTUKYISIPHBIX JCHAPUTUIECKUX KIIETOK



(PK), mpucyTcTBYeT BbIpaxkeHHass MHGWIBTpaus T-KieT-
KaM¥ ¢ HasmmareM (hOJUTUKYIISIPHBIX T-KIIeTOK-XeIepoB.

Ilo knerouHoMy coctaBy Bbiaensitor III uurtonornue-
ckux tina @JI, mpuuem 111 npuromornyeckuit THI MpeTOKe-
Ho pazaensaTs Ha [11A u I1IB [9, 10]. BocnipouszBoaumMocTs pe-
3yJIETATOB MCCISIOBAHMS NajieKa OT hieasa 1o KpailHeir Mmepe
10 JBYM TIpUYMHAM: TPU TUCTOJIOTUIECKOM HCCIIeIOBaHUN
HepeIKO TPYIHO C YBepeHHOCThIO muddepeHumposats GAK
C OKPYTJIO-OBaJIbHBIM SIIPOM M LICHTPOOJIACT; B CBSI3U C TPY/I-
HOCTSIMM BU3yalnu3alvu 1udGy3HbIX y9aCTKOB pocTa 06€3 UM-
MyHOTrucToxuMudeckoro BoisieeHus cetu MAK. BaxkHo moa-
YepKHYTh YTO YPOBEHb MPOTM(BEpaTUBHON aKTUBHOCTH, OIIe-
HUBaeMblIil 110 3Kcnpeccuu Ki-67, He MOXET CITy>KMTh UHIU-
KaTOpPOM LIMTOJIOTMYECKOTO THIIA M BapbUpyeT B IUAIa30He
10—75% nipu paznuyHbIX HuToorndyeckux tunax OJI.

Kuetkoii-tipeamectBennuiieir dJI siBasiercst GhouMKy-
JisipHas B-kieTka, Hecyilas Mytauuu reHoB IgVu 1 mpuzHaku
TPOIOJIKAIOIINXCS TUTIEPMYTallil (BHYTPUKIOHOBAS TeTepo-
reHHOCTh). LluTtoreHetnmyeckum mapkepom DJI sBisercs
t(14;18)(q32;q21), KoTOpast oTMeYaeTCs IPUMEPHO B 85% city-
yaeB ®DJI I u 11 muronornueckoro tunos. Heobxommmo 3ame-
TUTh, YTO JAHHAsSI TPAHCIOKALMs oTMevaeTcs B 15—20% city-
yaeB B-JIKKJI, yTo, BO3MOXHO, SIBISIETCS] TPU3HAKOM OITyXO-
nieBoit TpaHcdopmaniu DJI: Tpancopmanms OJ1 B B-AKKIT
B TeueHUe TiepBbIX 10 JIeT Imocie YCTaHOBIEHUsI TUarHo3a OT-
Mmeuaetcst B 30—50% ciyuaes. B pesysbrate t(14;18) oHkoreH
BCL-2, noxkanusyromuiicss Ha xpoMocome 18, okasbIBaeTcs
B JIOKYyCE T'€HOB TSDKeJNbIX Lierneli Ig Ha xpomocome 14, yTo npu-
BOJIMT K €r0 KOHCTUTYTUBHOM aKcnpeccuu. OaHaKO 3TO JIb
HavyaJIbHOE («TPUTTEPHOE») COOBITUE B JUIMHHOM LIETIOYKE Te-
HETUUYECKUX TTOJIOMOK, TIPUBOISIIITUX K BOSHUKHOBEHUIO OITY-
xoneBoro kioHa. Kpome Ttoro, skcrpeccuss BCL-2 npu ®DJI
MoxXeT oTtMevatbest 1 6e3 t(14;18)(q32;q21) u HabmromaeTcst
MPaKTUYECKH MPU BceX B-MenKoKIeTOUHbIX TMMpOMax, CKO-
pee 3a CYET HapyILleHUIA TPAHCKPUIILIMOHHOM PETryJISLIUU.

B mocienHue rompl MOSIBUINMCH CBEACHUS O TOM, YTO
B @JI MoryT BcTpeuaThesi BepKUTTOITOMOOHBIE YIACTKH, YTO
SIBJISIETCS TUCTOJIOTMYECKUM TPU3HAKOM OITyXOJIEBOW TpaHC-
dbopmaruu [11].

HopanbHaa JIKM3

ITpu nopaxkeHuun TnM@aTUUECKOro y3J1a CielyeT Bblae-
JIUTh 2 MOP(MOJOTUUECKUX BapUAHTA:

— PUCYHOK CTpOeHUs TMMGbATUIECKOTO y3/1a CTepT 3a
cueT TUdGY3HOro pa3pacTaHrst HEOOIBIINX KJIETOK C OKPYT-
JIO-OBAJIbHBIMU M HETPaBUJIBHBIMM SIIpAaMU, BBIPpAXKEHHOM
CBETJION LUTOIIa3MOM, ¢ HEKOTOPOM TeHIAEHLIMe K HOmy-
snsipHocTu. OnyxoJieBble KJIETKU 9KCIPeCCUpyIoT raH-B-kie-
TOYHbIe aHTUTeHbI, [gM, BCL-2, MUM.1, yacto koakcmnpec-
cupytoT T-KJIeTOUHBIN JIMHEHHO-aCCOLMMPOBAHHbBIN aHTU-
red CD43 u HerarusHbI npu peakuusax ¢ CD5, CD10, CD23,
BCL-6. ITpu peakunu ¢ CD21, CD23, CD35 0oT4eT/I1MBO BbI-
SABJISIETCS pa3BeTBIEHHAs Ae3opraHu3oBaHHas ceTbh DK,
HapyllleHHas 3a CYET KOJIOHU3AIMU OIYXOJIEBbIMU KJIETKaMH1
TPENCYIIeCTBYIOMIX (HOJITUKYJIOB;

— TIPY TUCTOJIOTUYECKOM MCCIIEIOBAHUY BUIHBI TIPEI-
CYILIECTBYIOIINE aTPOMDUIHBIC IICHTPHI (POJITUKYIIOB, HE DKC-
npeccupytomue BCL-2 wu  skcnpeccupyromue CDI10
n BCL-6. B ornmuuue or ®PJI ¢ MapruHaIbHO-KJIETOYHOMI
nuddepermpokoii mpu JIKM3 Hepeako BU3yann3upyercst
Y3KUil 0000K 30HBI MAHTUU B BHUIEC MEIKHUX JUMQMOWIHBIX
keTok. [TogoOHO MapruHajabHOU 30HE (DOJITUKYJIOB Tieiie-
POBBIX OJIAIIEK BOKPYT OCTATKOB (hOJUTUKYJIOB B TKAHW JIMM-
(aTveckoro yaia MpUCYTCTBYET IMPOKUIA BaJl U3 CBETJIBIX
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kietok. [1pu cIMsTHUM OTTYXOJIEBBIX KJIETOK, (DOPMUPYIOIINX
MapTUHAIBHYIO 30HY MPEICYIIeCTBYIONNX (DOLTUKYIIOB, 00-
pasytorcst nuddy3HbIe ydacTKH pocTa. bosbliiast yacTe nmpen-
CylIecTBYIOLIUX (HOJUTUKYIOB KOJTOHU3MPOBAHA, YTO MOXHO
BBISIBUTH IIPU UMMYHOTHCTOXMMUYecKOi okpacke DJIK.

BaxkxHO TTOMYepKHYTh, YTO TP UMMYHOTHUCTOXUMUIE-
CKOM MCCJIeIOBAaHUM Ha TTapadUHOBBIX Cpe3ax C UCIOJIb30Ba-
HMEM BBICOKOTEMITepaTypHOil 00pabOTKM JaleKo He BCerma
yIaeTcsl BBISIBUTbH MOHOKJIOHAJIBHOCTh OITyXOJIEBBIX KJIETOK
10 KPUTEPHUIO PECTPUKLIMU JIETKUX LIeTICH.

Kak mpaBuio, B omyxoseBoil TKaHU MPUCYTCTBYIOT
JIMM(OUTHBIE KIIETKU C OKPYTJIBIMUA M HETIPABUJILHBIMU sITpa-
MM, YaCTh — C ILMPOKOM CBETJON IMTOIIa3MO (TUIa MOHO-
LIUTOVIHBIX B-KIIETOK), IPUCYTCTBYIOT JTMMGOTUIA3MOIIUTO-
UIHbIE KJIETKH, TIa3MaTUYeckKue KIeTKUA (pa3po3HEHHO
U B CKOIUIEHUSIX), TUCKPETHO BCTPEYAlOTCsl KPYIHbIe OJacT-
HbIE KJIETKU ¢ Mopdosiorueil LIeHTpoOIacTOB U UMMYHOOIa-
CTOB. YUUTHIBasi CXOICTBO MOPGOJOTUYECKON 1 UMMYyHODe-
Hotunuueckoi KaptuHbl JIKM3 u numdoruiazmormrapHoit
nmMdoMbI/MaKkpoTIoOyTnHeMUY BanbpaeHcTpema, B HacTOsI-
1iee BpeMsl IIMPOKO OOCYKIAETCsI BOMPOC O TOM, SIBIISTIOTCSI
T 3TU TUMGOMBI PA3TUYHBIMU KIMHUKO-MOPGHOIOTUUECKU -
MU BapuMaHTaMM WM OHUM €IUHBI MO CBOEI OMOJIOrMYecKoi
CYIITHOCTH U KJIMHUIYECKOMY TeueHMI0. [J06aBUM K 3TOMY, UTO
10 60% HabmoneHuit IKM3 xapakTepu3yroTcst opaskeHreM
KocTHOTO Mo3ra [12]. Takum 006pa3oM, TIpu TUCTOTIOTUIECKOM
HccaenoBaHMM HanboJjiee y3HaBaeMa 1 BocpousBonuma ®J1.
Jna BepudUKalMM BapUaHTa MEJIKOKJIETOYHOU JIMM(OMBI,
KakK MpaBujIo, HEOOXOIMMO UMMYHOTUCTOXMMUYECKOE UCCIIe-
noBaHue. MMMmyHorrcroxumudeckue nuddepeHImaibHo-
NIMArHOCTUYECKUE TIPU3HAKY MTPUBENEHBI B TA0JI. 2.

JNiumthoma beprutTa U ee auddepeHLnanbHas AMarHoCTHRA

Jlumdoma bepkurra nMeeT OTUKYIIPHOE TPOUCXO-
XneHue ¢ quddepeHIMPOBKOM ee HEOIyX0JeBOro aHajaora
Ha ypoBHe LieHTpobOsacTa. [1py ncnonb3oBaHUM B XUMUOTE-
pareBTUYECKMX CXeMaX MeTOTpeKcarTa 1 lIuTapabruHa MOTHOM
pemuccuu nipu tumdome bepkutra ynaercs noctuub 'y 90%
nereit u 70% B3pocinbix [1]. PaccMotpuM nmoxpoOHee TaHHbBIT
BapuaHT JUMGbOMBI.

Mopdoaornueckasi KapTuHa XapaKTepU3yeTCss MOHO-
MOP@HBIMU OJIACTHBIMU KJIETKAMU CPEIHUX Pa3MEpPOB C Ha-
CHIIIIEHHBIM PUCYHKOM XpOMaTWHa, MHOXKECTBEHHBIMHU He-
OTYETIIUBLIMU SIIPBIITKAMU, Y3KUM OOOTKOM WHTEHCHUBHO
MMPOHUHOMWIEHON UTOIIA3MbI, BEICOKOW MUTOTHUYECKOU

Puc. 3. Jlumpoma bepxumma, amunuumsiii éapuanm.
OKpacka 2eMamoKCcuAuHom u 303UHom, ya. 400

£002.7



OWATHOCTUKA TEMOBJIACTO308B

£002.2 BUIJOLUOLYWIIOHNHO =

Tab6muma 2. Hmmynoeucmoxumuueckas oupgepenyuarvnas duacHocmuka B-measkokiemounolx aumpom

EanHat CD20 CD5 CD10 cD21 CD23 CD43 IgM IgD BCL-2 BCL-6 Cyclin D1

MG OMBI

JIMJT + + - + + + + + + . -

JIKM 4 F - a4 — (pemko criabast 53 4 +/- 4 - 4
(penko CD10+) skcnpeccus CD23 [13])

DJ1 + = + + -/+ = + = + + -

JIKM3 4r - = = o +/- + - +/- - -

Ilpumenanue. Ynciio MoJToKUTENBHBIX OIyXOJIEBBIX KIETOK: + — Gosiee 90%; +/- — Gonee 50%; -/+ — menee 50%; - — menee 10%.

aKTUBHOCTBHIO. Mopdosiornieckue Mpu3HaK/ arorTo3a SpKo
BBIpaXEHBI, Makpodaru (GaromuTUPYIOT amoNTOTUYECKUe
TeJblla, YTO CO3MAaeT KapTUHY «3BE3MHOr0 Heba». MMMyHO-
(eHOTUIT OIyXOJIEBLIX KJIETOK B IOJHOM Mepe OTpaxaeT ee
dosukyasgpHoe npoucxoxaeHue: CD20+, IgM+, CD10+,
BCL-6+. Oco60 rmomyepKHEM, 4TO IPU OTCYTCTBUM MapKe-
poB domukynsgpHoro npoucxoxaeHus (CDI10-, BCL-6-)
nuarno3 qumdomsl bepkutra orBepraercs. s muM@ombl
Bepkurra xapakTepHbl KOIKCIIPECCHUsI MPAKTUYECKU BCEMU
onyxoJjieBbIMU KaeTKamu CD43 1 BbICOKMIT YPOBEHb MPOJIH-
(epaTUBHOI aKTUBHOCTHU, OLICHMBAEMBbIil MO YPOBHIO 3KC-
npeccun Ki-67 u gocruraromuii moutu 100% B coXpaHHBIX
OITyXoJIeBbIX KireTkax. Ocoboe 3HaueHue Ui BepuduKaimm
MAHHOTO BapuaHTa JIMM(OMBI UMeeT TeHEeTHMUECKOoe U3yde-
HUE — BBISIBJICHHE peapaHXupoBKM oHKoreHa MYC u ru-
nepakcnpeccuu MYC ¢ ygacTueM J0oKyca FeHOB TSIKEbIX 11e-
neit Ig npu TpaHcnokauuu t(8;14)(q24;q32). Dra TpaHCI0Ka-
1Mt BBIsIBIISIETCS B cpeHeM B 80% citydaeB. B 20% nabmione-
HUI OTMEYAIOTCs TPAHCIOKAIIUU C yJacTHEM JIOKYCOB TeHOB
nerkux ueneit Ig t(2;8)(p12;q24) u t(8;22)(q24;q11). OnHako
B OTIEJIbHBIX HAOIIONEHUSIX KiIaccuueckoii tumMdomnl bep-
KUTTa C MOMOIIIbIO UCCIeN0BaHUsI IIPOMIIIS 9KCIIPECCUU Te-
HOB peapatxupoBku M YC He oOHapyKeHO.

IIpu MopdosornyeckoM MccieIoBaHUM HanOOJbIINE
TPYIHOCTU BBI3BIBACT aTUMTUIHBIN BapuaHT JuMdombl bep-
KUTTa ¢ Oosiee KPYIMHBIMUA W TTOJIMMOP(HBIMU SIpPaMU, OT-
JEIbHBIMU KJIETKAMUA C OTYETIMBBIMU YKPYITHEHHBIMU SII-
poiikamu (puc. 4; B REAL-knaccudukanuu 1994 r. 60ib-
IIMHCTBO TaKMX CJIy9aeB OTHOCWIMCH K Bbepkurromnomo6Hoit
JuMdoMe) WU TIPUCYTCTBUE BepKUTTONMOAOOHBIX YU4aCTKOB

Puc. 4. JIKM. Anomanvhas sknpeccus onyxoneevimu
Kkaemkamu p27 (cHuxcernue sxcnpeccuu), ys. 200

B cyoctpate B-IKKJI (puc. 5). B psine cimyuaes ipu B-JIKKJT
BBIPaKEHBI TIPU3HAKYU aIloNTO3a, MHOTOUMCIEHHBIE MaKpO-
daru ¢ HaronrMTo30M anmoNTOTUYECKUX TeJell CO3Aa0T Kap-
TUHY «3Be3IHOro Hebar. B 1enom npu nuddepeHimaibHoI
nuarHoctuke JuMdombl bepkuTra, aTUIMMYHOrO BapuaHTa
sumbombl bepkurra u B-JIKKJI coBnageHue auarHo3oB Ha
0CHOBe MOP(OJIOrMIECKOro METO/Ia COCTaBIsieT 0Koyo 50%.

Bmecre ¢ Tem usBectHo, uro mpu B-JIKKII B 10—15%
cIyyaeB OTMEYaeTcsl MIEHTUYHAs TaKOBOW Ipu JrMdbome
Bbepkurra TpaHcnokanus t(8;14)(q24;q32) — ¢ BoBIeUEHUEM
npotooHkoreHa MYC, 4To siBsIeTCSl TPU3HAKOM arpecCcuB-
HOTO KJIMHUYECKOTro TeueHusl. J1o HeraBHero BpeMeH| 3HauM-
TEJILHOU TTOMOIIBIO B TUATHOCTUKE CITYKWJI KPUTEPUiA HaJTU -
qust win oTcyTeTBUs 9Kcrpeccun BCL-2 mpu uMmMyHoTrmcTo-
XUMUWYECKOM HCClIenoBaHUM. [IpM Haaudum 3KCIpeccuu
onyxosneBbiMU KieTkamu BCL-2 nuddepeHumanbHas nuar-
HocTuka Mexay Jumpomoit bepkurra u B-JIKKJI pemanace
B 1oJib3y rocienteir. B 2006 1. 6bU10 3aKOHYEHO MHOTOLIEHT-
poBO€ HccliefloBaHUEe N0 u3yvyeHuwo Jumdomel bepkutra
¥ O7acTHBIX JTUMGOM, CXOTHBIX ¢ JuMdomoit bepkurtra Ha
CBETOOINTUYECKOM YPOBHE, C HCIIOJIb30BAHUEM MOJIEKYIISIP-
HO-T€HETUYECKUX METOI0B, B YACTHOCTH, UCCIIEI0BAICS MPO-
Gbuib 3Kenpeccuu reHoB. 1o manasiM M. Hummel u coaBT.
[14], B 20% ciyyaeB iumbombl bepkuTtTa ¢ KilacCuIecKUMu
Mopdosorueit 1 UMMYHO(MDEHOTUTIOM TIPUCYTCTBYET SKCITpec-
cust 6enka BCL-2 u B 2% HabM0ieHUI U3 3TOW IPYIMIbI —
TpaHcaoKauusi ¢ BomiedeHuemM reHoB MYC u BCL-2,
a B 30% — ypoBeHb nposnudeparuBHoii aktTuBHocTH Ki-67
coctapisieT MeHee 95%. EnvHuYHbBIE Cllydad KJIacCHYecKoit
JuMbOoMbl bepKuTTa UMEIOT TPAHCIOKAIMIO C BOBIEUEHUEM

Puc. 5. B-ZIKKJI ¢ makpoghacamu, codeprucawumu anonmomuyeckue
meanvya. OKpacka eMamokCcuAuHoM U 303uHom, ye. 400



nokyca reHoB IgVH u rena BCL-2, noxkaiusyolierocs Ha
xpomocome 18 t(14;18). KpaitHe BaxXHO, 4YTO HU B OTHOM Ha-
omoneHun JMdOMbl BepkuTTa, B TOM 4YHUCIEe aTUITUYHOTO
BapuaHTa, He ObLIO OTMeueHO peaparxupoBku BCL-6. B Ha-
cTosilIee BpeMst MOJOOHbIE NCCISIOBAHUS MPOIOJIKAIOTCS.

Takum oOpa3om, auarHoctuka aumdbombl bepkurra
CJIOXHa, TpeOyeT KOPPEKTHOM OIIEHKU KaXKIOW COCTaBIISIO-
meil nuarHosa: MopdoJIoTMYecKoi, MMMYyHOGhEHOTUTTYIE-
CKOM KapTHUHBI, TEHETUYECKOTO MCCIICNOBAHMS, KIMHUYC-
CKMX JIAHHBIX.

B-[KKJ n ocoGenHocTH HMMyHOtEHoTHNA

B-JIKKJI Moryt Bo3HMKaTh de novo Wiu B pe3yJibTaTe
onyxoJsieBoil TpaHchopmauuu [15] 3pesiokieTouHsix B-kie-
touHblx Jiumpom: B-XJUI/JIMIJI, nmumdboruiasmountapHoit
numbombl, IKM3 i OJI (cunopom Puxrepa).

B Hacrosiiiee BpeMsi TIPOBOASITCS UCCICIOBAHUS IO
KJIMHUKO-UMMYHODEHOTUITUYECKOMY COMOCTaBIEHUIO
B-AKKJI nns pasaeneHust UX Ha rpynnbl HOUTUKYISIPHOTO
1 TTOCTOIUTUKYJISIPHOTO IpoucxoxneHus . Kak ykassiBamoch
BBIIIIe, MapKepamu QOJUTUKYISIPHOTO TTPOUCXOXKICHUS SIBIISI-
forcst CD10, BCL-6; mapkepoM mo3aHero (hoJuiiKyIsipHO-
ro/mocThOUTUKYISIPHOTO MPOUCXOXKACHUSI, KOTOPBI 3KC-
MpeccupyeTcsi aKTUBUPOBAHHBIMM (2HTUTEHUHIYLMPOBAH-
HeiMU) B-knerkamu, sBiasgercss MUM.1. Takum obpaszom,
BeiaensiiorT B-JIKKJT:

— ommukynsiproro npoucxoxnaeHus (CD10+ w/umm
BCl-6+);

— HedoMuKyIsIpHOro npoucxoxaeHuss (MUM.1+),
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Puc. 6. B-ZIKKJI. Dxcnpeccus onyxonesvimu knemixamu MUM. 1.
Asuoun-o6uomun-nepokcudasrutii memod, ys. 400

ITo maHHBIM pa3HbiXx aBTOpoB [16—18], 3Kcrpeccus
MapKepoB (QoumKyasipHOit AUbGEPEHITMPOBKY SIBISIETCS
(akTOopoM OJAroMpUsITHOrO TeueHUs 3abosieBaHus. PeapaH-
xupoka reHa BCL-2 (t(14:18)(q21;932)) nmioxo Koppeaupy-
et ¢ akcrnpeccueidr BCL-2 [19], BcTpeyaeTcs He Gojiee yem
B 20% B-JAKKJI u, ckopee, CBUIETEILCTBYET O TpaHC(hOpMa-
i DJI B B-AKKIIL. Dkcnpeccuss BCL-2 npu B-AKKJT He
3aBUCHUT OT peapamkupoBku reHa BCL-2 [20]. B mocnentue
rofibl MyOJIMKAIMU, TIOCBSIIIEHHBIE M3YYEHUIO SKCIIPEeCCUuu
BCL-2 npu B-AKKJI, MHOrOYMC/lIeHHbI ¥ UMEIOT aKTyasib-

13 akTUBUpOoBaHHBIX B-ki1etok (ABC; puc. 6).

1. Jaffe E.S., Harris N., Vardiman J. et al.
WHO Classification of tumors. Tumours
of haematopoietic and lymphoid tissues.
Pathology and Genetics. Lyon, IARC
Press; 2001.

2. Dong H.Y., Liu Z., Browne P. et al. B
cell malignancies lacking common B cell
antigens consistently express PAX-5. Mod
Pathol 2004;17:246A.

3. Horcher M., Souabni A.,

Busslinger M. Pax 5/BSAP maintains the
identity of B cells in late B lym-
phopoiesis. Immunity 2001;14:779—90.
4. Rolink A.G., Schaniel C., Andersson J.
et al. Selection events operating at various
stages in B-cell development. Curr Opin
Immunol 2001;13:202—7.

5. Torlakovic E., Torlakovic G.,

Nguyen P.L. et al. The value of anti-pax-5
immunostaining in routinely fixed and
paraffin-embedded sections: a novel pan
pre-B and B-cell marker. Am J Surg
Pathol 2002;26:1343—50.

6. Staudt L.M., Dent A.L., Shaffer A.L.
et al. Regulation of lymphocyte cell fate
decisions and lymphomagenesis by
BCL-6. Int Rev Immunol 1999;18:
381—403.

7. Winter J.N., Gascoyne R.D.,

Besien K.V. Low-grade lymphoma. Am
Soc Hematol Educ Program Hematology
2004;:203—20.

8. Bosch E, Jares P., Campo E. et al.
PRAD-1/cyclinD1 gene overexpression in

AN nTteparTyopa

chronic lymphoproliferative disorders: a
highly specific marker of mantle cell lym-
phoma. Blood 1994;84(8):2726—32.

9. Hans Ch., Weisenburger D., Vose J. et
al. A significant diffuse component pre-
dicts for inferior survival in grade 3 follic-
ular lymphoma, but cytologic subtypes do
not predict survival. Blood
2003;101(6):2363—7.

10. Ott G., Katzenberger T., Lohr A. et al.
Cytomorphological, immunohistochemi-
cal and cytogenetic profiles for follicular
lymphoma: 2 types of follicular lym-
phoma grade 3. Blood
2002;99(10):3806—12.

11. Gaulard Ph., Delsol G., Callat M.-P.
et al. Cytogenetic and clinicopathologic
features of B-cell lymphomas associated
with the Burkitt translocation
t(14;18)(q24;q32) or its variants. Ann
Oncol 2002;13(Suppl 2):33.

12. Berger E, Traverse-Glehen A.,
Felman P. et al. Clinicopathologic fea-
tures of Waldenstrom's macroglobuline-
mia and marginal zone lymphoma: are
they distinct or the same entity? Clin
Lymphoma 2005;5(4):220—4.

13. Shlette E., Fu K., Medeoros G. CD23
expression in mantle cell lymphoma: clin-
icopathologic features of 18 cases.
Hematopathology 2003;120:760—6.

14. Hummel M., Bentink S., Berger H. et
al. A biological definition of Burkitt's
lymphoma from transcriptional and

HO€ 3HAYeHUE B OHKOIe€MaTOJIOTUYECKON MPaKTUKE.

genomic profiling. N Eng J Med
2006;354:2419—30.

15. Muller-Hermelink H.K., Zettl A.,
Pfeifer W. et al. Pathology of lymphoma
progression. Histopathology
2001;38:285—306.

16. Berglund M., Thunberg U.,

Amini R.M. et al. Evaluation of
immunophenotype in diffuse B-cell lym-
phoma and its impact on prognosis. Mod
Pathol 2005;18:1113—20.

17. Chang C.-C., McClintock S.,
Cleveland R. et al. Immunohistochemical
expression patterns of germinal center
and activation B-cell markers correlate
with prognosis in diffuse large B-cell lym-
phoma. Am J Surg Pathol 2004;28:
464—70.

18. Ohshima K., Kawasaki C., Muta H. et
al. CD10 and BCLI10 expression in dif-
fuse large B-cell lymphoma: CD10 is a
marker of improved prognosis.
Histopathology 2001;39:156—62.

19. Xu Y., McKenna R.W., Doolittle J.E.
et al. The t(14;18) in diffuse large B-cell
lymphoma correlation with germinal cen-
ter-associated markers and clonal fea-
tures. Appl Immunohistochem Mol
Morphol 2005;13:111—-23.

20. Hermine O., Harionn C., Lepage E.
et al. Prognostic significance of bcl-2 pro-
tein expression on agressive non-
Hodgkin’s lymphoma (GELA). Blood
1996;87(1):265—72.

L002.2 BUIOUWOLYWIIOHHO H



OWATHOCTUKA TEMOBJIACTO308B

£002.2

TPYAHOCTH MOP®OJIOrHYECKON
AUATHOCTHKH MHOMECTBEHHOH MHUENOMbI

B.B. Baiikos

Cankm-Ilemepoypeckuii eocyoapcmeentolii MeduyuHckuii yHugepcumem um. akad. U.I1. Ilasrosa

B meuenue 1999—2006 ee. 6 naweii aabopamopuu uccaedosano oxkono 350 mpenanoduonmamos 604bHbIX MHONCecmeennol mueromoti (MM) u nayu-
enmog ¢ nodospenuem na MM. Hanuuue onyxonu noomeepicoeno mopgonocuuecku 'y 148 6oavroix. Y mpemu 6016HbIX MUCAOMHBIE KACMKU NO Pe3Yab-
mamam 0030pHbiX uccaedosanuii cocmaensiau meree 30%, a'y 7% — menee 10% écex muenokapuoyumos. Y smux 60avhvix duaznoz MM 6vi1 nocma-
8A€H NPU UMMYHORUCMOXUMUYEeCKoM uccaedoganuu. Boisenenue CD 138 u neekux yeneii ummyHo2a00yaun08 no3goasem oyeHums UCHUHHOE cO0epica-
Hue U NOKAAU3AUUI NAAZMAMUMECKUX/MUCNOMHbIX KACMOK 6 KOCIMHOM Mo32e, a MaKjice ux KAoHaabHoe npoucxoxcoerue. Obcyxcoaomes mpyoHocmu
JuazHoCmuKy MueaoMHoil 601e3HU N0 MPenaHoOUORMAama.

Karouesnte caosa: mrnoxcecmseennas mueaoma, mpenaHoﬁuonmam, UMMYHOCUCMOXUMUA

PITFALLS IN THE PATHOLOGICAL DIAGNOSIS OF MULTIPLE MYELOMA

V.V.Baykov
St Petersburg Paviov state medical university, Russia

During 1999-2006, a total of 350 trephine biopsy specimens were evaluated in our department for presence of multiple myeloma. The diagnosis of plas-
ma cell neoplasm was made in 148 cases. In 30% of specimens plasma/myeloma cell count was below 30%, and in 7% - below 10%. Giemsa staining
improved detectability of plasma cells. In cases with low plasma cell count immunohistochemistry for CD 138 and Ig light chains was able to pick out neo-
plastic cells and to confirm monoclonality, therefore it was a useful adjunct for morphologic diagnosis. Difficulties in morphological evaluation of trephine

biopsies are discussed. It is concluded that the diagnosis of multiple myeloma is based on clinical, laboratory and morphologic data.

Key words: multiple myeloma, trephine biopsy, immunohistochemistry

MHoxecTBeHHas1 (MJ1a3MOKJIETOYHAass — MO KJacCu-
duxkaunm BO3) muenoma (MM) — 3T0 OIyX0Jib, COCTOSIIIIASK
U3 TepMUHAIbHO AuddepeHInpoBaHHbIX B-1uMdouuTos,
KOTOPBIE UMEIOT CTPYKTYPY IJIa3MaTUICCKUX KJIETOK WJIN MX
OMMKallIIMX ~ TPeAIIeCTBEHHUKOB  (TIPOTIa3MOIIMTOB
Y TIa3MO00JIaCTOB), ¢ MHOTOOYaroBbIM (Mau AUMOY3HBIM)
MopaxkeHrueM KOCTHoro moasra. OmyxoJieBble IJIa3MOLUTHI
B 100% ciy4yaeB comepKat 6€JKOBBINI MPOAYKT (OJHOTHUITHBIE
MOJIEKYJIBl UMMYHOTJIOOYJTMHOB — TIOJTHOIIEHHBIE WJIA He-
[TOJIHOLIEHHBIE) U B 97% cilydaeB CEKPETUPYIOT €ro, GopMu-
pys M-kommoHeHT. Mopdoornueckoe UccleqoBaHUE KO-
CTHOI'O MO3ra SIBJISIETCSI CTAaHAAPTHOM MPOLEAYPOUR IIpU IU-
arHOCTUKEe M KOHTpoje 3(h(PEeKTUBHOCTU JieueHus: MM
M BKJIOYAeT MCCIIEIOBaHUE ITyHKTATOB (LIUTOJOTMYECKOE
rccienoBaHNe) U TPEITaHOOMOTITATOB (TUCTOJIOTUIECKOE UC-
ciaenoBaHMe). 3amadyd MOPGhOJOTMYECKOTO HCCIeI0BAHUS
MpU IUarHocTuke MM — BBISIBJIEHHE TIOITYJISIIAMA OITyXOJIe-
BBIX KJIETOK, KJIacCU(DUKALIMS 3TUX KJIETOK KaK TepMUHAb-
HO nuddepeHMpoBaHHbIX B-1uM@ouunToB (KIETOK ¢ yep-
TaMU TUIa3MOKJIETOUHOM T depeHIIMPOBKI) U yCTaHOBIIE-
HMe UX KJIOHAJTbHOTO XapakTepa.

B teuenue 1999—2006 rr. B Hailieil JabopaTopuu Mc-
caemoBaHo 0kojio 350 TpermaHoOuonTaToB 60abHBIX MM (o
U B TIpoliecce JeUEHMs]) M TalMEHTOB C TMOAO3PEHUEM Ha
MM. Hanuuue omnyxonu MOATBEPKACHO MOP(POJOrMYecKu
y 148 GobHBIX (CpenHuii Bo3pacT 63 rona, nrama3oH 37—82
rojia; COOTHOLIEHNE MY>KYUH U XeHIIuH — 1,2:1). bojee uem
B ITOJIOBMHE HAaOMIONEHUI nTuarHocTuka MM 3arpymHeHMit
He BBI3BbIBaJIa: B TPEMaHOOMOITaTaX 0OHAPYXXUBAJIOCh OoJiee
30% MOHOMOPGHBIX WIM YMEPEHHO MOJIMMOP(MHBIX KIETOK
C OYEBUJHBIMU YepTaMHU IJIa3MaTUUeCcKoi nuddepeHIMpoB-
K1. B ocTaybHBIX HAOTIONEHUSIX TTPU MCCISIOBAHUY TIpeTia-
paToB B 0030PHBIX OKpacKax ObUIO TPYIHO OMPENETUTh UC-

TUHHOE COJEPKaHUE TIa3MaTUYECKUX (MUETOMHBIX) KJIETOK
B KOCTHOM MO3T€, a B YaCTH CITydaeB — Jake KJIacCUMDUIIMpo-
BaTh KJIETKM KaK MUeJIoMHbIe. Kpome Toro, y TpeTr G0TbHBIX
MMEJIOMHbBIC KJIETKU TI0 pe3yabraTaM 0030pHBIX MCCIIeIOBa-
Huii coctapnsuin MeHee 30%, ay 7% — menee 10% Bcex Mu-
€JI0KapuOILIUTOB.

Huxe Mbl pacCMOTPUM OCHOBHBIE MPOOJIEMbI MOP-
¢onoruyeckoit nuarHocTuku MM Ha OCHOBE COOCTBEHHO-
TO OIBITA Y TaHHBIX JTUTEPATYPhl. TPYAHOCTH OOBIYHO BO3-
HUKAIOT IIPU HEOOJIBIIIOM KOJUYECTBE U/MJIK HETUITUIHOMN
CTPYKTYpE OIYXOJIEBBIX KJIETOK, OCOOCHHO TIPU OTCYTCT-
BUU OYAroBbIX CKOIUIEHUI B MCCeayeMOM 0Opaslie KOCT-
HOTO MO3ra.

WuchopmaTHBHOCTb HCXOIHOTO MaTepHana

W.E. Terpstra u coaBT. [1] cpaBHUJIM KOJUYECTBO MU-
€JIOMHBIX/TIa3MaTUYEeCKUX KJIETOK B ITYHKTAaTaX U TPeMaHo-
ouonraTax y 54 6osbHbIX. B 48% ciryyaeB pe3ysbraThl ObUIU
COIOCTaBUMBI, B 48% KOJIMYECTBO ILJIa3MaTUYECKUX KIETOK
B acniMpare ObLIO MEHblE, YeM B TpernaHoOuoITare, mpu-
yeM B 20% ciryuaeB B aciupate 6bu10 MeHee 20% Tiia3MaTh-
YeCKHMX KJIETOK, a B TpenaHobunonTate — 6ojee 50%. ABTO-
pBl MOTYEPKUBAIOT, YTO HECOBITAJCHUS MOTYT OBITh OYEeHbB
BEJINKH TIPU OYaroBOM POCTE MUEJIOMBI ¢ (hMOPO30M KOCT-
HOro Mo3ra. B cBsI3M ¢ MO3aMYHOCTHIO TTOPAXKEHUST KOCTHO-
ro MO3ra KOJMYECTBO T1a3MaTUYECKUX KIETOK MOXET 3aBH -
CEThb OT MeCTa B3SITHSI MaTepuaia, T0O3TOMY B COBPEMEHHBIX
KIMHAYECKUX U HAYIHBIX UCCIeNOBAHUIX IMUPOKO TIPUHSAT
rmoaxon, mpeaaoxeHHslii S.V. Rajkumar u coasrt. [2], cor-
JJaCHO KOTOpPOMY TIpM JMArHOCTMKE YUYMUTHIBAIOT MaKCH-
MaJIbHYIO BEJIMUMHY COAEPXKAHUS TMIa3MaTUYECKUX KIETOK,
MOJYYEHHYIO MPU MCCIe0OBAaHUU BCEX TOCTYIMHbBIX MaTepH-
ajoB (Ma3KOB W CTYCTKOB, ITOJIYYEHHBIX IIPM TYHKIIWH,
a TakKe TPEITaHOOUOIITaTOB).



Nnasmatnyeckue KNETKH B KOCTHOM MO3re B HOpMe M NpH pe-

AKTHBHBIX NNa3MouuTo3ax

B HOpMe B KOCTHOM MO3re COIEePXKUTCs 0KoJIo 1% 1ia3-
MaTuyecKkux KiaeTok. [Ipu peakTMBHBIX IJ1a3MOLIUTO3aX KO-
YeCTBO TUIa3MOIIMTOB B KOCTHOM MO3re 00BIYHO MeHblie 10%.
PeakTUBHBIE TJIAa3MOIIMTO3BI BCTPEUYAIOTCS TIPU AeDUITUTE Ke-
JIe3a, TeMOJIMTUYECKON 1 MeTaio0IacTHOM aHEMUN, XPOHUYE-
CcKUX MHpeKIusax (Harmpumep, cuduauce, Tyoepkynese, Xpo-
HUYECKOM TreraThTe U LIMPPOo3¢e TIEUEeHM), peBMaTUYECKUX 00-
JIE3HSIX, caXapHOM JuabeTe, a TakXke MpPM 3710KaYeCTBEHHbBIX
HOBOOOPAa30BaHUSIX, B YaCTHOCTU JTuMbome XomkkuHa [3—7].
OmHAaKO JI0JIS TIA3MOIIMTOB B KOCTHOM MO3T€ B UCKITIOUUTEITb-
HBIX CJIydasix MoxeT IpeBbiaTh 30 u gaxe 50%. Takyio Kap-
TUHY HaOJIoAaIM MpU aHTHOMOJUTMKYISIPHOM TUIEpIUIa3un
(6one3nu Kactamena) [8] mpu ucmosib3oBaHUU CTPENTOKMHA-
3bl [9—10], a Tak:Ke Mpu BbIXoAe M3 arpaHyJjonurosa [11].

Jlokanu3auua nnasmaTHYecKMX KNeTox B KOCTHOM Mo3re

B HOpMe U Tpy peaKTUBHBIX TUIA3MOLIMTO3aX TIa3Ma-
TUYECKUE KJICTKM JIeKaT MPEUMYILIECTBEHHO IO XOAy COCY-
JIOB, TIe MOTYT (POpMMPOBATh CKOILJIEHMS, COAECpKaIIe 10
10—12 xuyerok. MHorma mpu peakTHUBHBIX IJIa3MOLIMTO3aX
BCTpeyaeTcsl KapTMHa TakK Ha3bIBAEMOTIO IMJIa3MOKJIETOYHOIO
carejiiiTo3a (Makpodar, OKpy>XeHHbI IIa3MaTUIeCKUMU
kietkamu) [4]. MuenoMHbIe KIeTKH 0OHApYKUBAIOTCS Cpe-
I TEMOITOSTUYECKUX , UTO ellle OoJiee BaXKHO, — CPEIM KM -
POBBIX, B TOM YHCJIE B JKeJITOM KOCTHOM Mo3re [12] (puc. 1).
Hanuuue mnepuBacKyIsIpHBIX CKOIICHMI TIJ1a3MaTUYeCKUX
KJIETOK, OJJHAaKO, He MOJDKHO BBOAMTH B 3a0JyXIeHME, Tak
Kak rpuMepHO y 30% 00IbHBIX TaK1E CKOTUIEHUSI OOHAPYKM-
BaIOTCS TakKe U Npu mueome [13].

Kputepun mopchonornueckoi auarHocTurn MM

Hannune KpymHbIX 04aroBbIX CKOTIJICHHUH IJ1a3MaTuie-
CKMX KJIETOK («IUIa3MOLIUTOMA») B TpernaHOOMONTaTe MpaK-
TUYECKU OTHO3HAYHO CBUJETENILCTBYET B MOJIb3Y MJIa3MOLM-
TapHOIA OTYX0JTU. B 3TOM ciydae ciemyet paccMaTpyBaTh 1BE
BO3MOXHOCTU — COJTUTAPHOI KOCTHOU TUTa3MOIIMTOMBI VJTA
MM. Bonpoc peniaercs 10BOJILHO MPOCTO € yY€TOM KJIUHU-
KO-PEHTIeHOJOTUYECKUX 1 JJabOpaTOPHbIX JaHHBIX. [1o mo-
BOAY KOJMYECTBa IJIa3MaTUYECKUX KIJIETOK, TOCTAaTOYHOIO
IUTSE TUATHOCTUKY MUEJIOMBI, CYIIECTBYIOT pa3Hble MHEHMSI.
B nznannu BO3 «Tumours of haematopoietic and lymphoid
tissues» [14] B KauecTBe JOCTATOUHOTO KPUTEPUST MPEIIOKE-
Ha BeiuuHa 6osiee 30% MIa3MOIIMTOB/MUETIOMHBIX KJIETOK
B KOCTHOM MO3r€, B KauecTBe Heobxoaumoro — 6ojee 10% .

Takum 00pa3oM, COIIACHO KJIACCUYECKUM KPUTEPHU-
siM, obHapyxeHue 10—30% rurazMaTU4ecKuX KJIETOK B KO-
CTHOM MO3T€ MOXET CIIY>XUThb NMPU3HAKOM MUEJIOMBI TIPU
HaJIMIUU B JOTOJHEHWE K HUM ABYX M3 TPeX CIEeTYIONINX
MPU3HAKOB: M-KOMITOHEHT (B KpPOBW WJIK MOYE), JTUTHUEC-
CKHME 0Yaru B KOCTSIX M CHUKEHUE KOHIIEHTPAIlu HOpMaJib-
HBIX UMMYHOTIJIOOYJTMHOB.

B 2003 . MexnyHapoaHasi paboyasi Tpyrnra mo usyde-
Hruio MM omy06iaMKoBaia HOBBIE KPUTEPUU TUATHOCTUKU
MM, BxiTrouarolue Bcero 3 MpU3HaKa: HAIMIUEe MOHOKIIO-
HaJIbHOTO OejlKa B CBIBOPOTKE KPOBU W/WJIM MoOYe; KJIOH
TJ1a3MaTUIEeCKUX KJIETOK B KOCTHOM MO3T€ WJIM Ovar IjIa3Mo-
LIMTOMBI; OpraHHbIE U TKaHeBble MopaxkeHus. K mocienHum
MPEUTOKEHO OTHECTH TUTIEPKATbIIUEMUIO, HEIOCTATOUHOCTh
TOoYeK, aHEeMHUI0, OYard OCTEOJIM3a WM OCTEOTIOPO3 C KOM-
npeccuoHHbiMu Tiepenomamu (CRAB — Calcium, Renal
insufficiency, Anaemia, Bone lesions), a Takxke TUIIepBsI3-
KOCTb KPOBU, aMWIOUI03, OakTeprajibHbie MHMeKuuu [15].
ABTOpBI UCKJTIOUMJIM YKa3aHWe Ha YpOBeHb M -nipoTenHa, no-
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cKOJIbKY 110 40% mamueHTOB C CUMIITOMHOI MM umeror
KOHIIeHTpanuio M-mporenHa MeHee 30 1/, HO 6ojiee 4eM
y 97% GONbHBIX OH B KPOBU WJIM MOYE IPUCYTCTBYET. Bbuiu
Takke MCKIIOYEHbl TUarHOCTUYECKUE YPOBHM COACpPKaHMS
IJIa3MaTUYECKUX KJIETOK B KOCTHOM MO3Te, TIOCKOJIBKY Y 5%
MalMeHTOB ¢ CUMNTOMHOI MM onu He nocturaior 10%.

MoXHO 3aKJIIOYUTh, YTO 4YeM OoJiblliee KOJUYEeCTBO
IJIa3MaTUIECKUX KJIETOK OOHAPYXMBAETCSI B KOCTHOM MO3TeE,
TeM BeposiTHee nruarHo3 MM, HO MaJjible UX KOJU4YecTBa (Me-
Hee 10%) He MCKITIOUAIOT 3TOT IUATHO3.

MMcTonornyeckoe ucenenoBanne B 0630pHbIX OKPACKaX U HC-

THHHOE COfieP:KaHne MUENOMHbIX KNEeTOK B KOCTHOM Mo3re

[Mpu wcciaenoBaHnM TperaHOOMONTATa MATOJIOT B OC-
HOBHOM OPHMEHTHUPYETCS Ha TTOITY/ISIIIMOHHBIN COCTaB KOCTHO-
IO MO3Ta M YYUTHIBAET €r0 TKaHEBbIE OCOOEHHOCTU (COOTHO-
IIEHWE POCTKOB, CTETMEHb 3PEJIOCTH KJIETOK B POCTKAX, JJOKa-
JIM3alMs 04aroB remMornossa U T.O.). [loacuuTsiBaTh MuUeENo-
rpamMmy IO TPEITaHOOMONTaTy HECPAaBHUMO TpPyIHee, YeM TI0
Ma3Ky, TOCKOJIbKY TpaBMa (MexaHWJdecKasi, XAMUIecKasl U Te-
IJI0BasT), HAHOCUMaAsI KJIETKaM B TIpolLiecce B3SITUSI MaTepuasa
Y TUCTOJIOTUYECKOI 00paboTKu (huKcalus, AeKaablHAIS,
MPUTOTOBJIEHUE NMapadMHOBBIX OJIOKOB U CPE30B) CYILIECTBEH-
HO M3MEHSIET COOTHOLLIEHNE SIIPa U LIUTOIUIa3Mbl, BbI3bIBAET
orpyOJieHue CTPYKTYp M 3aTpyaHsieT nuddepeHINpOBKY
OJIU3KUX IO CTPOEHUIO (hOPM KJIETOK. DTO MPUBOIUT K T1O-
BPEXICHUIO MHOTUX M3 HMX ¥ HEBO3MOXKHOCTH ONPEACIUTh
JIMHEMHYIO MPUHAIIEXKHOCTb U YPOBEHD TU((PepeHIIMPOBKH.
B TpenanoOuonTare ObIBAaET CJIOKHO KIacCU(pUIMPOBATD 10
5—15% xnetok. OnyxoJieBble TUIa3MaTUIECKIE KJISTKU OUYeHb
XpYIIKKe, ITO3TOMY OIIMOKa MPY UX MOACYETe B TperaHOOU-
ornTate MOXeT ObITh KpuTuyeckoil. B Haiueil naboparopuu
MpU UCCICIOBAaHUM TPEIAaHOOMOIITATOB MCIIOJIB3YIOTCS IBE
0030pHbIE OKPACKU — IeMaTOKCWJIMHOM U 203MHOM U 1o Po-
MaHOBCKOMY — [uM3e. MbI MONBITATNCh AaTh KOJIUYECTBEH-
HYI0 OLEHKY 3((hEeKTUBHOCTU MPUMEHEHUSI OKpacku 1o Po-
MaHOBCKOMY — [WM3e [UTsI BBISIBJICHUST TUTa3MaTUIeCKUX KITe-
TOK B TpemaHoouomnTare. JIJisT 3TOro MOACUYNTHIBATIN MUETIOM-
HbIC KJIETKM B CEpUU OMONTATOB (TIperapaThl Opaiu B CIydaii-
HOM TIOpSIIKE), OKPAIIEHHBIX TeMaTOKCUJIMHOM U 303MHOM
u o PomanoBckomy — [M3e, 3aTeM aHaIM3UPOBAIU pa3HU-
11y B KOJIMYECTBE IJIa3MaTUYECKUX KJIETOK B Mapax Ipernapa-
ToB. OKa3a0Cch, 4TO MPU ypOBHE TiazMounTo3a 1o 20% (om-
pEeneNIeHHOTO TIPY OKPACKe TeMAaTOKCUITMTHOM Y 03UHOM) 3-
(beKTUBHOCTH BBISIBJICHUS IJIa3MaTUYECKUX KJIETOK B Mpera-
paTax, okpallleHHbIX 10 PomaHoBckomy — [um3e, Obla Ha
29% soiie. B T0 ke BpeMst nipu r1a3zMoruTo3se 6osee 40% ox-
packa no PomaHoBckomMy — IuM3e noGapisiia B CpeaHEM
Jvirb 6% K 001eMy YUCTY TUIa3MaTUYECKUX KIIETOK.

Mopdhonornyeckue BapuaHTbl MUENOMHBIX KNETOK

OOBIYHO 6OJIBIIAS YACTh MUEJIOMHBIX KJIETOK B IIperia-
paTtax y3HaBaeMma, IOCKOJIbKY OITyXOJIeBbIe KJIETKU HAITOMM-
HAIOT 3peJible MIa3MOLUThI: SKCUEHTPUYHO PACTIONOKEHHOE
HEKPYITHOE SIAPO C XapaKTepHbIM paluajbHbIM pacripenesie-
HHEM TeTepOXpOMaTHWHA, IMEePUHYKJIeapHOe IMPOCBETICHUE
u 6azodunbHas (0T GUOJETOBON 0 MypIypHOU B OKpacke
no PomanoBckoMy — [vm3e) uuroruiazma. Takue KJeTKu co-
CTaBJISTIOT OCHOBHYIO MAacCy OIyXOJIEBOTO KJIOHA TIPU TaK Ha-
3bIBAEMBIX 3PEJIOKIETOYHBIX MIa3MoluToMax (puc. 2). Haps-
Iy C KJIeTKaM{, HalmOMMWHAIOUIMMU 3peJible TUIa3MOLIUTHI,
B OITyXOJIM BCTPEYAlOTCS WX MpeAllecTBeHHUKU. Kiretky,
OJIM3KYI0 K 3pesioMy TIIa3MOIIUTY, HO UMEIONIYIO SIIPBIIIKO,
MPUHSATO HA3bIBaTh MPOTUIA3MOLIMTOM. MOTYT BCTpEYaThest
TaK>Xe KJIETKU C OJIACTHOM CTPYKTYpPOM siipa, C KPYIHBIM ST~
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Puc. 1. Ckonaenus MuesomMHbIX KAeMOK 8 HCeAMOM KOCHMHOM Mo32e.
Okpacka no Pomanosckomy — lumse, ye.400

PBIIIKOM ¥ 0OoJiee Y3KOUM IUTOIIa3MON — TUIa3MOOJIACTHI.
B psne HabmiogeHWit 3TH KJIETKM COCTaBISUIM OCHOBHYIO
maccy onyxoju (puc. 3, 4). OnHako naxe B Ma3ke MpakTUye-
CKM HEBO3MOXHO BBISIBUTH BCE KJIETKM, OTHOCSILIUECS K MU-
eJIOMHOMY KJIOHY [16]. B rucrosiornyeckom mnpernapare 3aia-
4ya MOXET ObITb ellle 0oJiee CIOXKHOI.

MuenoMHBIe KJIETKY (a TTomJac U «pa3iapakeHHbIE» pe-
AKTUBHBIE TJIA3MOIIMTHI) MOTYT OBITH BeCbMa MOJUMOPMHBI
W TPYIHO Y3HaBaeMbl B O030pHBIX Mpernapatax. OmnucaHbl
clieayIonIe Bapraluy CTPYKTYPhI M1a3MaTUYECKUX KIIETOK:
«TUTAMEHEIOLINE» KJIETKU (C PO30BBIM MM MAJIUHOBBIM OK-
pamvBaHueM TeprudepuaecKoit YacT IUTOTUIA3MBbl; pUC. 5);
MOPYJIOTIONOOHBIE M TPO3IbEBUIHBIE KIETKU (C MHOTOUYUC-
JIEHHBIMU BKJIIOUEHUSIMU B LIUTOIUIa3Me TUTA MHOXKECTBEH-
HBIX PYCCEIEBCKMX TeJsell), KJIETKU C BHYTPUSIEPHBIMU
BKJTIOYEHUSIMU — Tefblamu Jlatyepa; KIeTKU ¢ KpUCTaLIu-
YECKMMM WJIM TMaJOYKOBUAHBIMU BKIIOYEHUSIMM, CETYATO-
BaKyoJIM3UpOBaHHON 1MTOIIa3Moii. Kpome Toro, moryr
BCTpEUYaThCsl KIIETKY C PACHIeTUIEHHBIMU, MHOTOOIbYaTBIMI
siIpaMU, MOHOLMTOUIHBIE, CBET/IbE, MIEPCTHEBUIHbBIE, THC-
TUOLMTOINON00HBIE, BepeTeHoOOpa3Hble WU B hopMe pyu-
Horo 3epkaiia. KiieTku MyuesoMbl MOTYT CyLIECTBEHHO pa3iiu-
qyaThcsl MO pa3MepaM M (opme, B TOM YHCIe 10 pa3Mepam
u dopme simpa, ObITh MHOTOsIIepHbIMU [17, 18] (puc. 6).
YV GOJTBbHBIX ¢ MOHOKJIOHAIBHBIMU TAMMATIaTUSIMUA HEYCTaHO-
BieHHoro 3HayeHus1 (MGUS) u MM Habronanu mia3mMaTu-
YyecKue KJIEeTKU, GarouuTUpyoLe 3puTpoluTsl [19].

Puc. 2. Onyxonesas mxans codepicum npeumyulecmeeHHo
3penvie knemxu. Oxpacka no Pomanosckomy — lumse, ya. 900

Hammume nmazmMaTriecKux KIIeTOK ¢ yKa3aHHBIMU IIUTO-
JIOTHYECKUMH OCOOEHHOCTSIMU HE MOXET caMmo To cebe ciy-
JKUTb KpuTepreM MM, Ho yeM 0oJiblile TAKMX KJIETOK U YeM Cy-
LIECTBEHHEE OTJIMYMS OT HOPMBI, TeM OOJIbLIIe BEPOSTHOCTD TO-
ro, 4To UMEET MECTO HeoliacTnyeckast TpaHchopmarms [11].

Takum oOpa3oM, TIpU HATMIWU ATUITUYHBIX U TPYIHO
UIEHTUDULIMPYEMBIX KJIETOK B KOCTHOM MO3T€ CIeayeT
MMETh B BHUAY BO3MOXKHOCTH IJIa3MOLIMTOMBI. [IpoBecTu
nubdepeHIIMaTbHYI0 TUaTHOCTUKY TTO3BOJISIET OMpPE/ICICHUE
MMMYHO(hEHOTHUIIA OIYXOJIEBBIX KIJIETOK.

WMmyHodeHoTHN MHENOMHDIX KNETOK

B mpoTMBOMONIOXKHOCTE HOPMATHHBIM TIA3MOIIATAM
MUEJIOMHBIE KJIETKM He JKCIPECCUPYIOT IaH-B-KieTouHbIit
antured CD19 (peakinio MOXXHO TPOBOANTH TOIBKO Ha 3aMO-
POXXEHHBIX Cpe3ax; B caMOoe MMOCJIeHEE BPeMsI MOSIBUITUCH KITO-
HbI, paboTalollye 1 B mapaduHoBOM MaTepuaie). YTo KacaeT-
cs1 pyrux B-kjeTouHbix aHTUIeHOB, TO 3Kcnpeccus CD79a
TOBOJIBHO xapakTepHa (puc. 7), a CD20 — HemocTostHHA.

B TeueHue psifa JieT CTaHIAPTHBIM MOIXOJIOM K U30u-
paTeibHOMY BBISIBJIEHUIO MUEJIOMHBIX KJIETOK CUMTAIACh pe-
akiusl Ha CD38, 9KTOSH3UMHYI0 MOJIEKYY, YYaCTBYIOIIYIO
B KaJbliieBOM oOMeHe. B manbHeiieM OblIo MoKa3aHo, 4To
CD38 BbIsIB/ISIETCS HA TOBOJIBHO OOJIBLLIOM YUCIIE KJIETOK KO-
CTHOTO MO3Ta MPaKTUIECKH BCeX JIMHUH TruddepeHITNPOBKY.

B konie 1990-x IT. cTanu JOCTYITHBI MOHOKJIOHATBHBIE
aHTuTeNa K cuHaekany-1 (CD138) [20], omHOMy U3 TpaHC-
MEMOpPaHHBIX TPOTEOrTMKAHOB, IIMPOKO 3KCIPECCUPOBaH-

Puc. 3. Onyxonesas mxans cooepacum npeumyu,ecmeeHHo
nponaasmoyumst. Okpacka no Pomanosckomy — lumse, ys. 900

Puc. 4. [1razmobaacmol 6 onyxonegoii mxatu.
Okpacka no Pomanosckomy — lumse, ys. 900



Puc. 5. «Ilramenerowue» knemxku ¢ 303UHOPUALHOL YUMONAAZMOII.
Okpacka eemamoKkcuauHom u 203unom, ye. 900

HBIX Ha MeMOpaHe TIa3MaTHYeCKUX W MUEIOMHBIX KJIETOK.
DTa MoJieKysia 00ecreuyrnBaeT MEXCTPYKTYpHbBIE B3aUMOJIEli-
CTBUSI (MEXKJIETOUHbIE U MEXIY KJIETKaMM M MaTPUKCOM),
anresvio U mMurpauuio. IMeTcest cBeaeHus, YTO KPOME UM-
MyHOIJIOOYIMHCeKpeTupytoux kietrok CD138 BoisiBisieTcst
Ha HeOoJIbIIoM YacTu npe-B kinerok [21]. [Ipyrue kiieTku Ko-
CTHOTO MO3Ta, BKJTIouast crpoManbhbie, CD138 He comepxkar.
Dxkcnpeccuss CD138 6bu1a mpoaeMoHCTprpoBaHa Ha 95% Mu-
€JIOMHBIX KJIeTOK y 97% GonbHbIX [22]. B aT0ii Xe pabote
onucaH (heHOMEH TIOTepU CUHEKaHa-1 ¢ TTOBEPXHOCTH MUeE-
JIOMHBIX KJIETOK C HAaKOTUIEHUEM €ro B CTpOME, KaK MpaBuiIo,
B yuactkax (pubpo3a. Mbl Takke HaOMIODAIN 3TO SIBJICHUE.
TIpu McnoIb30BaHUM TUIA3MOLIMTCIICHIM(PUISCKOTO aHTUTE A
Vs38¢ MueIoOMHbBIE KJIETKU BBISIBJISTIOTCS MEHee HafexxHo [11].

TunuyHbIi (EHOTHUIT OMYXOJIEBBIX KJIETOK Mpu MM ua-
111e Bcero onuchiBaercsd Tak: clg+, CD19-, CD20-, CD38+,
CD43+, CD45-, CD56+, CD138+, bcl-2+, ogHako 1mocro-
saHHBIMU (95% 1 GoJjiee HAOIIONEHNIT) TIPU3HAKAMU SIBJISIIOT-
cs1 TonbKo Hammuue clg (u nerkux nerneir), CD138 u CD38
u orcyrcteue CDI19. CD10, CD27, CD28, CD29, CD33,
CD45R0O, CD106, CD117, CD126 v unkiauHd D1 BeIABISIOT-
csl MPU UMMYHOTUCTOXUMHUUYECKOM M TPOTOYHOM (hIIOOpH-
METpUYECKOM wuccienoBanun B 5—50% caydgae [11, 23].
DKcIpeccusi HEKOTOPHIX MapKepoB MOXET WMETh TPOTHO-
CTMYECKOE 3HAUYCHUE.

Kpome Toro, B yacTu 1ia3MaTUyecKuX KIJIETOK (0CO-
GEHHO MPU PEAKTUBHbBIX TUIA3MOLIMTO3aX) BbISIBJISIFOTCS ST -

Puc. 7. Bxcnpeccus CD79a 6 yumonnasme MuesoMHbIX KAEMOK.
Hmmynoeucmoxumuueckas peaxyus
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Puc. 6. Tucanmckue mHocosdepHbvie muesommubie KAemKu.
Okpacka no Pomanosckomy — lumse, ys. 400

TeMUaabHbIN MeMOpanHblil antureH (EMA) u nmtokeparu-
HBI [24, 25]. DTO 0OCTOSITENILCTBO HEOOXOAMMO YYMTHIBATH
MpU TPAKTOBKE Pe3yIbTaTOB UMMYHOTMCTOXUMHUYECKOTO MC-
cJIeIoOBaHUSI KOCTHOTO Mo3ra (M JuMdbaThuyeckux y3J10B)
y GOJILHBIX C DMUTETUATBHBIMA HOBOOOPA30BaAHUSIMH.

Onpepenexue KNOHaNbHOCTH NNA3MaTHYECKUX KNETOR

MuenoMHBIE KJIETKA COAEpXKaT LUTOIIa3MaTHUeCcKue
M He cozepKaT MeMOPaHHOCBsI3aHHbIE UMMYHOIJIOOY/IMHEI [ 26].
B 60% cnyuaes ato IgG (puc. 8), B 20% — IgA, B 15—20% —
TOJIbKO Jierkue uenu [27]. Takum o0pa3oMm, Jerkue Hernu uM-
MYHOTJIOOYJTMHOB BCETIa TIPUCYTCTBYIOT B KJIETKAX OITyXOJIH,
Jaxe TIpU «HeceKpeTupylolieii» muenrome. MMmyHorucroxm-
MUYeCKOe BBISIBJICHHE JIETKUX IeTeil B cpe3aX KOCTHOTO MO3-
ra — B 3HAUWUTEJbHOW YaCTU CJIydyaeB BBITIOJHUMAsSI, XOTS
M JIOBOJIBHO «KaIlpu3Hasi» Mpoleaypa. B yclIoBUsX MOIMKIO-
HaJIbHOU Tnpoaudepauuu U audQepeHIUPOBKU COOTHOILIE-
HUE K-U A-TIOJIOKUTEJbHBIX KJIETOK COCTABJISIET TIPUOIN3M-
TeabHO 1,5—1,8:1. B 60abIIMHCTBE paboT B KAYeCTBE TOCTA-
TOYHOTO T0KA3aTeThCTBA MOHOKJIOHATbHOCTH paccMaTpUBa-
eTCsI KaK MMUHUMYM CEMUKpPATHBIN CIABUT yKa3aHHOM Tpo-
nopuuu [28, 29] (puc. 9). CyliecTBYIOT peKOMEHIALUU O~
HOBPEMEHHOTO BBISIBJICHUS JIETKUX LI€Meil ¢ MOMOIIbIO UM-
MyHoJTII0OpecleHIIMU B MapaduHOBBIX cpe3ax [30].

THnbl NopakeHna KocTHoro Mosra npu MM

Kak u mpu apyrux B-kmeTtouHbsix muMdomax ¢ mopa-
JKEeHHEM KOCTHOTO Mo3ra, pu MM NpuHSATO pa3iuvarh UH-
TEPCTULIMATbHYIO, 0YaroBYyI0/y3eIKOBYIO (C HaJIUYUEeM WU

Puc. 8. IgG 6 yumonaasme onyxonegoix Kaemok.
Hmmynoeucmoxumuueckas peaxyus
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Puc. 9. Jxcnpeccus aeekux yeneil umMmyH02100y1UH08 K
6 Yumonaasme nOOABAIOUE20 OONLUUHCINEA KAEMOK.
Hmmynoeucmoxumuueckas peakuyus

0e3 mapaTpabeKyISIpHBIX TUIACTOB) M TOTAIbHYIO (muddys-
HYI0) MHGUIBTpaInio KocTHoro mo3sra [17]. MHdpopmanms
0 XapakTepe MopaXeHusl KOCTHOro mo3ra npu MM nomxkHa
OBITh OTPaXkeHa B 3aKJIIOYEHUM, TOCKOJIBbKY TUIT TOPAXEHMS,
Kak IMpaBUJIO, COOTBETCTBYET OCOOEHHOCTSIM KIIMHUYECKOTO
TeyeHUsI. Tak, MpW WHTEPCTULIHMAIBHON WHQUIBTPAIIUN
00bIYHO HabIOmaeTcst BsUtoTekylee TeueHne MM ¢ nud-
(y3HbIM ocTeonopo3oM. [1pu ToTalbHOM 3aMEIIeHUU KOCT-
HOTO MO3Ta UMEIOT MECTO Pe3KO BbIpakeHHbIN A1UhdY3HBII
OCTENopo3 U ObICTpast mporpeccust 60Je3HU. Y3eaKoBast UH-
wbTpanms cOmpoOBOXIACTCS OYATOBBIM JIM3UCOM KOCTH,
0COOEHHO BBIPaKEHHBIM MPU HAIMYUU TIEPUTPAOEKYIISIPHBIX
ouaroB miH miactoB [17]. O6beM HOPMAIBHOTO TEMOIT033a
yOBbIBaeT B 1IEJIOM MPOTIOPLMOHATBEHO O0BEMY OITyXOJIEeBOIt
TkaHu. KonnuecTBo U pacmpeneeHre MUETOMHBIX KJIETOK
B KOCTHOM MO3ré MaKCHMaJbHO TOYHO ONpPEIEISIOTCS MpUu
BoisiBIeHun CD138 (puc. 10).

3aknioyenne

[lpu obHapykeHUU TUTa3MATUYECKUX KIETOK B KOCT-
HOM Mo3re B KosinuecTse 6osee 30% c nuddy3HbiM uiu qud-
(by3HO-0UaroBbIM pacrosnoxeHueM auarHo3 MM oueBuzaeH.
Ha namem Matepuase He BCTpETUIUCH Clyd4au, KOTAA KO-
YeCTBO IIa3MaTUYECKUX KJIETOK TPU PEaKTUBHBIX TUIA3MO-
LMTO3axX MpeBbiano Obl 18%. OOHapyXeHHe CILIOLUIHOTO
pocta omyxonu TpebyeT muddepeHIMantbHON TUarHOCTUKI
C COJIMTapHOM IJIa3MOLIMTOMOM KOCTH, HO TaKUE IJIa3MOLIU -
TOMBI B 33IHEBEpXHE OCTU MOAB3IOIIHOI KOCTU pacroiara-
IOTCSI PEKO, W 3Ty BO3MOXHOCTb CJEIyeT paccMaTpuBaTh
JIVITG TIPU HAJIMYUY ONMHOYHOTO JIMTUYECKOTO oyara B KOc-
TU ¥ UCCJIEIOBAHUM OMOTITaTa U3 3TOTO Ovara.

[lpu xomuvecTBe IMIA3MOIIMTOB/MUETOMHBIX KIIETOK
10—30% HeobxonuMo Beerna yoexkaaThesi B MX KJIOHAIbHO-

Puc. 10. Membpannasn sxcnpeccus CD 138 na onyxonesvix kaemkax.
Hmmynoeucmoxumuueckas peakuyus

CTU TIyTeM BBISIBJICHUs JIETKUX IleTiell MMMYHOTJIOO0YJIMHOB
(TIpoTOYHAsT ITUTOMETPUSI, UMMYHOLIUTO- 1 UMMYHOTHCTOXH -
must). Kpome Toro, 1ienecoob6pa3Ho onpeneanuTb UCTUHHOE
colepKaHue MIa3MaTUYeCKUX KJIETOK B KOCTHOM MO3Te C MO-
molipto peakiuu Ha CD138. Bo3MoXHO, pe3ysibTaThl uccie-
JOBaHMUsI TTO3BOJISIT MPEOIOJCTh TIaHKy B 30%. DTUM ke Me-
TOIOM HEOOXOAMMO TIOJIb30BaThCs, KOTJa B TPETTaHOOMOTITa -
Te OOHAPYXMBAIOTCS aTUITUYHbBIEC WM PE3KO MOJIMMOpPGhHbBIE
KJIETKH, YePThI MIIa3MOKJIETOUHO nuddepeHInpoBKU KOTO-
PBIX HaJIEXXHO YCTAHOBUTH He yaaeTrcsl. B Takux ciaydasix Mo-
JKET BOBHUKHYTb HEOOX0IMMOCTh nuddepeHIInaTbHOM nuar-
HocTuKM MM U MeTacTasza paka B KOCTHbIN MO3L. Mcrionb3o-
BaHUE <«IKOHOMUYHOW» MMMYHOTUCTOXUMUIECKON TaHEeIn
MOXKET IMPUBECTH K IUarHOCTUIecKoi ommoke. Heobxoanmo
noMHuTh, yto CD138 onpenensiercss Ha MeMOpaHax 3MUTE-
JIMAJbHBIX KJIEeTOK, a EMA — B 3HauMTeNbHON YacTH peak-
THUBHBIX U OITyXOJIEBBIX IJIA3MOIIUTOB.

B ciyuae o6HapyxkeHust 10 10% miazMaTU4ecKux Kiie-
TOK B KOCTHOM MO3T€ COBEPIIIEHHO HEOOXOMUMO NMMYHOTH -
CTOXMMMYECKOE MCCaeIoBaHMe (111 ONPpeaeeH s UCTUHHO-
ro KOJMYECTBa MJIa3MaTUUYECKUX KJIETOK M UX KIOHAIbHO-
cti). MuHuUMalbHas MaHe b BKIoJaeT aHtuTena K CD138
U JIETKUM LIEeTsIM UMMYHOTJIOOYyIuHOB. [lpyu oOHapyxeHuun
KJIOHAJTbHOCTU TUIa3MaTUIECKUX KIIETOK Haubojiee BEpOsIT-
HBIM quarHo3oM sBisieTcss MGUS. Y 6oapHBIX ¢ MG US 006-
HapyXXUBAIOTCSI HU3KKME KOHLIEHTPAILMM MOHOKJIOHATBLHOTO
Oelka MpU OTCYTCTBUMM OYAroB OCTEOJM3a M KaKUX-JTMOO
MHBIX Tpr3HakoB MM. Ho, Kak yKa3bIBajaoch BbIllE, HU3KOE
colepXaHue KJIETOK ¢ Tula3Matuyeckoil nuddepeHunpoB-
KOl B KOCTHOM MO3Te He MCKIoJdaeT quarHos3a MM. Jluar-
Hoctuka MM Bcera OCHOBBIBAETCSI HA COTIOCTABIEHUM KITH -
HUYECKUX, MOP(DOTOTMYECKUX U JTa0OPATOPHBIX JaHHBIX.
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NEPBUYHAA MEAUACTHHANDHAA
B-KPYMNHOKNETOYHAA NUM®DOMA

JI.A. Masypok', O.A. Koaomeiines?, I.C. Tyman®, A.M. Kospuruna?, T.T.Konaparbena?,
E.H. lllonoxosa’, H.H. Tymuupin®, U.E. Tiopun?, B.A. Y1rkuna?, E.A. OcmaHoB’

'Kypeanckas oonacmuas kaunuueckas ooavHuya, *POHI] um. H.H. broxuna PAMH, Mockea

[Iposeden anaru3z KAUHUKO-UMMYHOA02UHECKUX 0coOeHHocmell y 71 83p0ca0e0 60abH020 NepeUuHOU MeduacmuHabHoll B-kpyntHokiemounoil aumpo-
moit. Cmadus 3a604e6aHUS YCMAHOBACHA 8 COOMBEEMCMBUU ¢ Kpumepusamu Kaaccugurkauuu Ann Arbor. Ummyronroeuueckuii eapuanm aumgomot onpe-
densnu ¢ NOMOUbIO MOHOKAOHAAbHBIX aumumen K T-, B-Kkaemounviym u dpyeum mapkepam onyxonegvix KAemok Ha KPUOCMAMHbIX Cpe3ax u napaguno-
8bIX O10KAX.

B 54 cayuasx duaenos noomeepicoen ummyHomopgonoeutecku, y 17 60abHbIX — HA OCHOBAHUU KAUHUYECKUX U MOPPON0UHECKUX NPUSHAKOB.
Myocuun u wcenwgun 6vi10 noposny. Bospacm nayuenmog cocmagasn om 16 0o 66 aem (meduana 36 aem). B-cumnmomvl évisigaenvt y 35%, cundpom
eepxHeil nonoil eervt — y 42% 60a6HbIX. OCOOCHHOCMU KAUHUMECK020 MedeHUs. 3a001e6aHUS ONPeOeAsSAUCy POCOM ORYXO0AU 6 nepedHegepxXHeM cpedo-
CMeHUU ¢ YacmblM 808AeHeHUEM 8 NPOUECC Ne2KUX, naeapsl, nepukapoa. B uacmu cayuaee nabarooanoce nopasicenue weiiHvix, HAOKAIOUUYHBIX, HOOMbl-
WEUHbIX AUMGPOY3108, MACKUX MKAHel nepeoHell epyOHOil CMEeHKU, a maKdice no1eK, HAONO4eHHUKO08 U KOCIMel.

K ummyHonocuueckum 0cobeHHOCAM ONnyXoae6bix Kaemok omuecervt omcymemeue anmuzernoe CD10 u CD21, sxcnpeccus CD23 'y 29% 6oavhbix, 06-
Hapycenue anmuzena CD38'y 56% u omcymemeue sxcnpeccuu HLA-DR y 20% 601bHbix.

Ilepsoii aunueii mepanuu 60abHbIX Mocym seaambcs npoepammsl. MACOP-B uau R-CHOP.

Karoueevie caosa: nepsuunas meduacmunanbHas KPynHOKAEMouHas AUMPOMA, Onyxonb nepeoHegepxnezo cpedocmeHus

PRIMARY MEDIASTINAL LARGE B-CELL LYMPHOMA

L.A. Mazurok’, O.A4. Kolomeytsev’, G.S. Tumyan’, A.M. Kovrigina’, T.T.Kondratieva’,
E.N. Sholokhova’, N.N. Tupitsyrn®, LE. Tjurin?, V.A. Utkina’, E.A.Osmanov’
Regional Clinical Hospital, Kurgan', N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow’

We analysed clinical and immunological features of 71 patients with primary mediastinal large B-cell lymphoma. Disease stages were determined accord-
ing to Ann Arbor staging system. Immunological type of ymphoma was defined using monoclonal antibodies to T- and B-cell ymphocytic markers, and
some other antigens in frozen sections or paraffin embedded biopsies blocks.

Diagnosis of primary mediastinal large B-cell lymphoma was confirmed by immunomorphologic study in 54 cases or by clinical and morphologic features
in 17 cases.

Gender distribution was equal. Median age was 36 (range 16—606) years. B-symptoms were detected in 35%, superior vena cava syndrome — in 42%
patients.

Distinctive clinical feature depends on the tumor growth in anterior-superior mediastinum with frequent involvement of lungs, pleura, and pericardium.
In some cases we observed involvement of neck, supraclavicular and axillary lymph nodes, soft tissues of chest anterior surface as well as kidney,
suprarenal gland and bones.

Immunologic properties were presented by absence of CD10 and CD21 antigens, expression of CD23 in 29% of patients and CD 38 in 56%, absence of

expression HLA-DR in 20% patients.

MACOP-B or R-CHOP regimens may be the first line therapy in this patient population.

Keywords: primary mediastinal large B-cell lymphoma, tumor of anterior-superior mediastinum.

Bsepenue

B cpenocTteHnu MOTYT pa3BMBATbCS pa3IMIHbIE 3JI0-
KayeCTBEHHbIE HOBOOOpPa30BaHUs. DTU OMYyXOJU MOTYT
OBbITh KaK MEepBMYHBIMU, TaK U BTOpUYHbIMU. Cpenu mep-
BUYHBIX OITyXOJIEH CPEelOCTeHUsI MOAABIISIONICe OOTBIINH-
ctBO (80%) COCTaABISIIOT OMYXOJM HETeMOITO3THYECKOM
MPUPOILI (TUMOMBI, TePaTOMBbI, HEBPUHOMBI, TEPMUHOMBI
u ap.). B rpynme nuMdonnHbIX omyxoneil Hanbosiee 4acTo
(14—15%) nuarnoctupyetcss naumdoma XomxkkuHa. Jomst
HexoKKUHCKUX JuMdom (HXJI) cocraBiser auiib 5%.
BropuuyHoe BOBJcYeHHE MeIMACTUHAIbHBIX CTPYKTYp MpHU
HXJI Ha BceM mpoTsKeHMU OOJe3HU AUArHOCTUPYETCS
B 15—25% cnyuaes [1, 2].

[lepBble COOOIIEHNUS B ITeYaTU O TIEPBUYHBIX MeIMa-
CTUHAJIbHBIX JUMboMax MosBWINCh B Havane 1970-x ro-
0B. B HUX 00BIYHO aHAJU3UMPOBAJIOCh HEOOJbIIOE YUCIIO
KJIMHUYEeCKUX HabmoneHuii. B Te ronbl mo mopdonornye-
CKOMY CyOCTpaTy OMyXOJb B CPEIOCTEHUN pacIleHNBaIach

MO0 KaK PEeTUKYJSIPHO-KJIETOYHas capkoma, Jubo Kak
ructuouuTapHasi aumdoma [3]. B nanpHeiem, oCHOBBI-
BasICh TOJIbKO Ha MOP(MOJIOTUUECKUX TaHHBIX, TPATUIINOH-
HO CYUTAJIOCh, UTO B IEPEIHEM CPEIOCTCHUU TEPBUYHO
pa3BUBAIOTCS MPEUMYIIECTBEHHO JUM@oMa XOIXKUHA
u T-mumdobaacTHeie TUMbOMBI [4—6]. TpyaHocTn aud-
bepeHIIMaTBHON TUaTHOCTUKU OOBSICHSIMCH Ype3BbIYaii-
HBIM MOJUMOP(U3MOM OmyxoJieBbIX KieToK [7]. OnHako
B 1980 . A. Lichtenstein u coaBt. [1] BriepBbIe MpencTaBu-
JIV TOIPOOHOE KIMHUYECKOEe U MOP(OTOTHIECKOE Omurca-
Hue ocoboro BapuaHTta HXJI ¢ mepBUYHBIM TMOpaxkKeHUEM
CpeIOCTeHHs, BIIOCIEACTBUM BBEJEHHOTO B KJlaccubuKa-
uuio BO3 (2001) kak mepBuyHasi MeauMacTUHaabHasl (TU-
muyeckasi) B-kpynHoxkietouHass auMdoma (B-KKIJI).
BaxHyto poJib B IpU3HAHUM JAaHHOTO BapraHTa JUM(GOMBI
KaK OT/J€JIbHOU HO30JI0TMYECKON €IMHULIBI Chirpajia pabo-
ta P. Isaacson 1 coaBT. [6], B KOTOpO# daHa MOApOOHas
UMMYHOGbEHOTUIIMYECKas XapaKTepUCTUKa COOCTBEHHBIX



B-xJ1eTOK BUJIOUKOBOI XKeJie3bl ¢ 000CHOBAHUEM UX OTJIM-
YusT OT MOMYJSUUU B-KJIeToK (OJIIUKYISIPHOTO IIEHTpA,
MaHTUIHOM 30HBI, a TaKXe MYK030aCCOIIMMPOBAHHHBIX
B-k7netok. OOHapyxkeHue cpeaud JTUM@OUTHBIX OMyXoJeit
nepeaHero cpeaocTeHus 3HauuTeabHoit goau B-KKIJI 3a-
CTaBWJIO 3aHOBO TEPECMOTPETh BCIO PaHEe CIOXKUBIIYIOCS
cucteMy B3MIsiI0B. Boigenenue MmenuactuHanbHoi B-KKJI
KaK caMOCTOSITeJIbHOTO HO30JIOTUUECKU OYEPUYCHHOIO Ba-
pHaHTa OMYXOJU CBA3aHO KaK C JOCTVXKCHUSAMU KJIMHUKU
B 1LIEJIOM, TaK U C IIUPOKUM BHEIPEHUEM B KIMHUYECKYIO
MPaKTUKY UMMYHOTMCTOXMMUYECKHUX METOAOB 00Ce10Ba~
HUST OOJIbHBIX.

B Hacrosiee BpeMsT U3BECTHO, YTO TIEpBUYHAS Me-
nuactuHaibHas (Tumudeckast) B-KKJI — camocrosaTens-
HBII KIMHUKO-UMMYHOMOP(OIOTUYECKUI BapuaHT Aud-
¢y3ubix B-KKJI. Onyxonb pa3BuBaeTcsi U3 «COOCTBEH-
HbIX» B-KJIETOK BMJIOUKOBOI XeJie3bl U UMEET XapaKTep-
Hble KJIMHWYECKOE TEYCHWE W TIyTHU pPaCIpOCTpaHEHMUS.
KnuHndeckKuMu 0COOEHHOCTSIMHM JaHHOTO BapyaHTa JIMM-
(GoMBI ABIAIOTCS JIOKAIM3ALUsS OMYXOJU B MEpeIHEBEPX-
HEM CPEIOCTEHUM W IJUTEIbHOE MECTHOE pacIlpocTpaHe-
HUe Ha OJiM3yiexkalliye opraHbl U TKaHU 0e3 paHHUX OTlaa-
JICHHBIX MeTacTa3oB. [IpUHSITO cuMTaTh, YTO TMEpPBUUYHAS
MeauacTuHaibHas (Tumuueckasi) B-KKJI vaiie Bcero mno-
paxkaeT MalMeHTOB MOJIOZOTO BO3pacTa (YeTBepToe mecs-
Tietue, MmeauaHa 30—35 JeT) ¢ HEKOTOPBIM Mpeobiiana-
HUeM XeHIIUH. [lo maHHBIM pa3HBIX aBTOPOB, YacTOTa
3TOro BuUaa JUM(GOMBI HAXOIUTCS B Auarna3oHe oT 2 10 5%
ot Bcex HXJI. Kakux-1160 pacoBbIX UM reorpapuyeckKux
ocoOeHHocTel He onucaHo [§—11].

BunoukoBasi xenesa (TUMyc) — JuMdo3NuUTeINaIb-
HBII OpraH, OCHOBHBIM CTPYKTYPHBIM 3JIEMEHTOM KOTOPOTO
SIBJISICTCSI TUMHWYECKas JoJibKa. BHYTpW KaXmoil MOJIbKU
JTUM@OUIHbIE KIETKU (TUMOLMTBI) OOpa3yloT HapyXHYIO
KOPKOBYIO 30HY M BHYTpeHHIOI0 Mo3roByto. [To mepe crape-
HUsI OpraHu3Ma TUMYC IpeTeprieBacT 00paTHOe pa3BUTHE.
V yenoBeka OHO HAUMHAETCS B TIEPUOI TIOJIOBOTO CO3peBa-
HUS 1 TIPOJOJIKAETCS 10 KOHIIA XU3HKU. Bo3pacTHast MHBO-
JIFOLIMS TIPEK/Ie BCETO 3aXBaThIBaeT KOPKOBYIO 30HY JOJIEK,
BIUIOTh JO TOJIHOTO €€ MCYE3HOBEHUSI, MPU COXPAHHOCTHU
MO3TOBOU 30HBI.

B BuoukoBoii kenede T-1UMGOLUTH COCTABIISIIOT
60—80%, a B-mumdorute! b 0,5—2%, 1 pacrojaraior-
csl OHM B TIEPUBACKYJSIPHBIX TPOCTPAHCTBAX MO3TOBOTO
cJ10s1 moJieK. B TUMyce onucaHo CyliecTBOBaHUE IBYX TUTIOB
B-knerok: kjieTku, okpyxatoiue teyabla laccanst, u Tak Ha-
3bIBacéMble acTepouIHble KJeTKu [12]. B 1ienom cobcTBeH-
Hble B-TMMGOLUTEI MO3rOBOIO CJI0SI BUJIOUYKOBOM KEJIE3bl
aKcrpeccupytor Mapkepsl CD19, CD20, CD22, CD23, IgM
U He 3KcnpeccupyoT antureH CD21.

C BO3pacToOM IMPOUCXOIMUT HE TOJIBKO 0OpaTHOE pa3-
BUTHE THMYCa, HO M €ro TUCTOJOrMYecKkasl mepecTpoiika.
B nepuBackyaspHbIX MPOCTPAaHCTBAX MO3TOBOIO CJIOSI yYBE-
JIMUMBAeTCsl Iollaab 30H, OoraTeix B-numd@onuramu.
CunTaeTcst, 4TO B COOCTBEHHBIX B-KjieTKax TMMyca BO3-
MOXHa MyTalus B TeHaX, KOAUPYIOIINX BapruabeIbHbIe 00-
JIACTU TSDKEJIBIX 1leTeld MMMYHOIJIOOYJIMHOB. BeposTHo,
MMEHHO U3 3TUX KJIETOK B TOCJEIYIOIIEM U pa3BUBaETCS
MenuracTuHalbHas JuMdoma. He uckiIoueHo, 4To poaoHa-
YaJbHUKOM OITyXOJIEBBIX B-KJIETOK, COCTaBJISIONIUX CYO-
CcTpaT TEePBUYHON MeIMACTUHAIBHOU JTUMMOMBI, SIBISICTCS
HEUMPKYJIUpYIoas cyornonyasauuss B-kieTok Mo3roBoro
CJI0sI BUJIOYKOBOI Xee3nl [6, 12].

KNIWHUKA U TEPANMKNS

PenkocTh matojoruu, TPYAHOCTU TUATHOCTUKU, TSI-
XKECTh KIMHUYECKUX CUMITOMOB, OCOOCHHOCTH pacIpo-
CTpaHEHUSI U OTBET Ha TepaIruio BO MHOTOM OOYCIOBJICHBI
OMOJIOTUYECKMMU OCOOEHHOCTSIMU OITYXOJIH.

Marepnanbl U METofibl

Bbbut o6¢cnenoBan 71 B3pocblil MalMEHT ¢ MEPBUYHOMK
MenuactuHaiabHoi B-KKJI. Bce GosbHBIE HaXoauIMCh Ha
JICYCHUW B OTACICHUM XUMHUOTEPAITMM TI'eMOOJIacTO30B
HHWMU xnunnueckoit onkonorun POHIL um. H.H. Broxuna
PAMH c 1992 o 2005 1.

OT60p MalMEHTOB MNPOBOAMJICS MO MNPUHILUIY
MPENMYIIEeCTBEHHOTO MOPakeHUsT CPEIOCTEHUS C YUETOM
IUHAMWKA Pa3BUTHS 3a00JIeBaHUS, KIMHUUECKUX MTPOSIB-
JieHui (00K B TPYIHOM KJIETKE, Kallledb, OJbIIIKA, TIPH-
3HaKU KOMITPECCUU BEPXHEH MO0 BEHBI U T.1.), a TAKXKe
pe3yabraToB obOcaenoBaHus. IlepBUUYHBIM oYar omyxoJe-
BOTO pocTa y Bcex OOJIbHBIX pacrojarajics B INepeaHeM
BEPXHEM CPEIOCTEHUMU.

Bo Bcex ciyvasix AMarHo3 ycTaHaBJIMBAJICS TOJIBKO MO-
cjie OMOTICUY TIEPBUYHON OITyXOJIM B CPEIOCTCHUU WM €€
METAacTa30B C IOCJIEIYIOIIUM MMMYHOTUCTOXMMHUYECKUM
1 MOPGHOJOTMUECKUM MCCIEIOBAaHUEM OITyXOJIEBOU TKaHM.
BropuyHOCTh MeTacTaTUYECKUX OMYXOJEBBIX MOPaKEHUIM
3a MmpelejaMu CpeloCcTeHrs Oblla MOATBEPXKIEHA TIIATEIb-
HO M3YYeHHBIM aHAMHE30M U pe3ybraTaMy KIMHUKO-WH-
CTPYMEHTAJIbHBIX METOIOB 00CIIeIOBAHUSI.

YcraHoBneHue cTaguy TUMGOMBI ITPOBOIMIIOCH B CO-
OTBETCTBUU C Kjaccupukauueit, npuHsaToi B Ann Arbor
(1971) u nononneHnHoit B Cotswald (1989).

st OLleHKW INUMPUHBI CPEIOCTEHUS MCITOJIb30BAIN
MeauacTuHaIbHO-TOpaKadbHbIlt uHIekc (MTU) — oTHO-
IIeHNEe MaKCUMaIbHOU IIMPUHBI TEHU CPEIOCTEHUS K Ara-
METpy I'PYIHOI KJIETKA B CaMOM IIIMPOKOM ee MecTe (Yypo-
BeHb Tv—Tvi-MO3BOHKOB) Ha CTAHIAPTHBIX MPSIMBIX PEHTIe-
HorpamMax. OmnyxosieBoe 00pa3oBaHUE CPEAOCTCHUS] CUM-
Tajsiock MaccuBHBIM («bulky disease») mpu MTW>0,33, uto
COOTBETCTBYET YBEJIMICHUIO ITMPUHBI TEHU CPENOCTEHUS 10
10 cM m GoJyiee TIpU CpeAHMX pa3Mepax I'PYIHON KIETKH.
IlIupuHa TeHU cpemocTteHUsT MeHee 10 ¢CM COOTBETCTBYET
MTMU<0,33.

Mopdonornueckas nuarHoctuka HXJI u ee BapuaH-
TOB MPOU3BOJUIIACH MO Pe3yJIbTaTaM r'MCTOJOTUYECKOTO UC-
CJIeIOBAHMS OITyXOJIEBO TKAaHU B COOTBETCTBUY C KPUTEPH -
SIMM ¥ TEPMUHOJIOTUEH KJIacCU(DUKALIMU OITyXO0JIeil KpOBe-
TBOpHOI u tuMdougHoi TkaHeir BO3 [9].

NmmyHosornyeckoe GeHOTUITUPOBAHUE OIYXOJIEBbIX
KJIETOK MPOBEAEHO MMMYHOTMCTOXMMMYECKUM METOAOM
C KCIIOJb30BaHWEM IMMPOKOW TaHeIW MOHOKJIOHAJIBHBIX
aHTUTEN K aHTureHam T-, B-TuMbOLUTOB, MUETOMOHOIIN-
TapHBIX KJIETOK, a TaKXe K POy HeJIMHEMHBIX M aKTUBAIIM-
OHHBIX aHTUTeHOB. MMMyHOIOTMUECKUIT (DEHOTUIT OITyXO-
JIEBOI TKaHM M3yYaJlM Ha KPUOCTAaTHBIX cpe3ax U mapadu-
HOBBIX OJIOKaX.

Y 54 GonbHBIX AUMArHO3 MEPBUYHON MeIMacTUHAb-
Hoit B-KKJI yctaHOBJIeH Ha OCHOBAaHUU TUTTUYHOU MOpP(dO-
JIOTUYECKOM KapTUHBI U XapaKTepPHOTO MMMYHOJIOTUYECKO-
ro (GbeHOTHIIA OIMYyXOJIEBBIX KJIETOK. Y OCTaJbHBIX 17 60Jb-
HBIX UMMYHOJIOTUYECKOE MCCe0BaHUE OMYX0JIeBOM TKaHU
He MPOBOAUJIOCH, U MepBUYHas MeauactuHaiabHas B-KKJI
MMaTHOCTMPOBaHAa TOJbKO Ha OCHOBAHUM KIMHUYECKUX
1 MOPGhOTOTUIECKUX MIPU3HAKOB.

MyX4YUH U XEHUIMH ObLI0 35 1 36 COOTBETCTBEHHO.
Bospact nmauueHTOB cocTaBisul OT 16 mo 66 jet (MenuaHa
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36 ner). B-cummnrtoMbl BBISIBICHBI y 35% OOJNBHBIX, CUH-
JIIPOM KOMIIpeCCUHM BepxHeii mostoii Beusl (BIIB) — y 42%.
JlokanuzoBannubie (I—IIE) cramum 3aboseBaHUs ITMArHO-
ctupoBanbl Yy 50 (70%) mauueHTOB, TeHepalu30BaHHBIC
(III—1V) — y 21 (30%). MaccuBHOe OITyX0JIeBOE Mopaxke-
Hue cpenocterust (MTU>0,33) numarHoctupoBaHo y 82%
6osbpHBIX. YacTo Tmopaxanuck yierkue u miespa (55 u 51%
COOTBETCTBEHHO), TIOpaxkeHNe MmepruKapaa IMarHoCTUpOBa-
HO y 25% 60mabHBIX. OTIyX0JieBOE TTOpaXeHUe MOUEK BEpU-
(puMpoBaHoO y 6 MALIMEHTOB, HAAMOYEYHNKOB — y 5, KOC-
Teil — y 12, IIUTOBUAHON Xee3bl U Xeayaka — y 3, TOH-
KON KWIIKM M SUIHUKOB — T0 1 ciydato. BomieueHwue
B omyxosieBsIii mpouiecc [IHC nuarHoctrpoBaHo y Tpex ma-
ureHToB. [lopaxkeHMsT KOCTHOTO MO3ra He HabJII0danIoCh
HU Y OJHOTO OOJIBHOTO.

Pacnpenenenue mauveHTOB MO rpymnnaM pucka Mmpo-
M3BOIMJIOCH B COOTBETCTBUM C KPUTEPUSIMU MEXIYHapO[I -
HOTro nmporHoctuyeckoro nHaekca (MITN) [13].

PesynbraThl JledeHUsI OIEHUBAINCH B COOTBETCTBUU
C MEXIYHAPOJIHBIMU KPUTEPUSMU OTBETA OITyXOJIN Ha Jieue-
Hue [14].

CTaTUCTUYECKYIO 00pabOTKY pe3yaAbTaTOB MPOBOIMIIN
¢ ucrnojib3oBaHueM nporpammbl SPSS Ha ocHoBe co3gaH-
HOI 0a3bl maHHbIX. OOpaboTKa BKJIOYaga KOPPEISIIMOH-
HBII aHAJTU3, CPaBHEHUE CPEIHUX, aHAJIU3 TT0 TabJIUIIaM CO-
MPSKEHHOCTU TIPU3HAKOB C MPUMEHEHUeM Kputepus C’ ,
MOCTPOEHNE KPUBBIX BBIKMBAEMOCTH 1O MeToauke Karma-
Ha — Maiiepa ¥ OLIEHKY JOCTOBEPHOCTH Pa3JINUYUil BbIKU-
BaeMocTH [15].

Pe3ynbtartbl H 00cyKaeHHe

IlepBuuHag menuactuHagbHas (Tumuueckas) B-KKJI
MIMeeT CBOM OCOOEHHOCTH, CBSI3aHHBIE C TTOJIOM ¥ BO3PACTOM
0OJILHBIX M OTJIMYalolMe ee oT Apyrux BapuanTo HXIJI.

D. Cazals-Hatem u coaBT. [2] B 60/JIbIIIOM HCCEA0BA~-
HUM O0HAPYXWJIU, yTO U3 141 nmauueHTa ¢ NepBUYHOMN MeIU -
actuHaiabHO# (TMMUYeckoit) B-KKJI 59% cocraBisiii Mo-
Jiofible KEHIIMHBI (CpelHuii Bo3pacT 37 JieT), Toraa Kak npu
JIPYTUX BapMaHTaxX KPYIHOKJIETOYHBIX JuMboM (916 Gosb-
HBIX) XEHIINH oKazanoch 42%, a cpeTHUI BO3pacT COCTABUI
54 ropa.

IlepBuunHas MenuactTuHaibHas (Tumuueckas) B-KKJI
XapaKTepu3yeTcsl OBICTPHIM POCTOM B OIPaHUYEHHOM IIPO-
CTPaHCTBE MepeaHeBePXHETro cpenocTeHus. Yepes HeCKOob-
KO MecsIlleB OT Havayia 3a00JIeBaHUsI OIyX0JIb UWHOT/IA JTOC-
TUTAeT TaKUX Pa3MepoB, UTO HAYMHAET CAABIMBATh MeIua-
CTUHAJIbHBIE CTPYKTYpbl. KinHuueckue mMposiBieHUss Ha
MOMEHT JMarHOCTMKH, KaK MPaBUJjIo, YeTKO oYepUYeHbl. Xa-
pPaKTepHBIMH XaJo0aMu OOJIBHBIX SIBJISIIOTCS OOJIM B TPYII-
HOU KJIeTKe, TPOAYKTMBHBIN Kalllesib, ofbliiKa. Hepenko
BBISIBJISIIOTCSI OAYTJIOBATOCTh JINIA, HaOyxaHUWe WICHHBIX
Y TIOIKOXKHBIX BEH TepeqHel TPYIHOM CTeHKHU, OTEK MOJIOU -
HBIX XeJe3 y XeHIUH. K MOMEeHTY mepBUYHON TMarHOCTU -
kn kommpeccusi BIIB ormeuaetcs y 30—40% GonbHBIX
[10, 11, 16, 17]. KpoMe TOro, MOTyT pa3BUThCS IBYCTOPOH-
HUI Tapajny auadparMajibHOTO HEpBa C IBIXaTeIbHOM He-
JIOCTaTOYHOCTHIO, OCUTIIIOCTH TOJIOCA, HAPYIIEHUE TIIOTaHUS
u 1.4. [10]. CuMnTOMBI OITyX0J1eBOI MHTOKCUKAuu (B-cum-
nToMbl) Bctpevaiorest B 30—43% ciyuaes [7, 10, 11]. Heo6-
XOAMMO MOMYEPKHYTb, UYTO B HaYaJIbHBII MEPUOJ pa3BUTHUSL
3a0o0jieBaHMe TIpoTeKaeT OeccuMnToMHO. KimHuyeckue
MPOSIBJICHUST BO3HUKAIOT JIUIIb TPU TaKOM YBEJIMYECHUU
OTTyXOJIM, KOTOPOE TMPUBOIUT K CHABJIEHUIO U CMEIICHUIO
opraHoB cpenocteHus [18].

Jng naHHOro 3a00JieBaHUSl HA MOMEHT JAUArHOCTUKU
XapakTepHO paHHee SKCTPAaHONAThHOE pPacIpoCTpaHEeHUe
OTYXOJIM Ha CMEXHBbIE OPTaHbl BHYTPU TPYIHON IMOJIOCTU
MpU OTCYTCTBUU reHepaiu3anuu npouecca. Cuuraercs, 4To
MJIOTHBIE 0OPa30BaHMsl, HHOTA MaJbIIUPyeMble B HAAKITIO-
YUYHBIX 00JACTSIX, YacTO SIBJISIOTCS TepudepuIecKuMMI
(bparmeHTaMu €IMHOTO OIMyXO0JIEBOTO KOHIJIOMEpaTa B cpe-
noctenuu [10]. B To ke BpeMsT aBTOpBI OTMEUAIOT, YTO XOTS
nepudepuueckas aumdbaneHoONnaTus U HexapaKTepHa [Jisi
nepBuYHOI MeauacTuHanbHoi B-KKJI, nHorna Bo3amMoxHO
BOBJIeUeHUE TMepudepruyeckux JUMGaTUIEeCKUX Y3J0B,
B ITEPBYIO OYepeIb MEWHO-HATKIIOYNIHBIX 00JIacTel.

Crenywonieit OTIMYUTEbHON YepTOil MepBUYHON Me-
IracTuHanbHOU (TmMuueckoir) B-KKIJI aBnsercsa ee otna-
JIEHHOE JIKCTpaTopakalbHOE MeTacTa3upoBaHUE Ha Ooiee
MO3AHUX dTamax TeuyeHUsi OOJe3HU U TNPU pPeUUaUBaXx.
B xpynHoMm uccienoBanun GELA (1996) mponeMoHCTpH-
pPOBaHBI BO3MOXXHOCTh BOBJICUEHMS B OITyXOJIEBBII TTpoIecc
CeJIe3eHKU, TI0YeK, HAJTIOYETYHUKOB, a TAKKe KpalHsIsT pefl-
KOCTb TTopaxkeHusT KocTHoro Mo3ra u LIHC [2]. B mosicue-
Huu K knaccubukauusim REAL [8] u BO3 [9] ormeuaeTcs,
YTO TIPU MPOTPECCUPOBAHUYU WIM MPU PELUIMBAX MEPBUY-
HOIl MenuacTuHaibHOU (TUMuUYeckoit) B-KKJI Bo3moxHO
TopaXkeHe TIeYeH!, MOYeK, HAATOUYEeTHUKOB, KOXHM, XKeJTy-
JIOYHO-KUILIeYHOro Tpakrta, npuaatkos, LIHC, kocreit, ce-
ne3enku. K. Besien 1 coaBt. [10] gemaioT BEIBOM, YTO TTOpa-
JKEHME KOCTHOTO MO3ra, a TAKXKe dKCTPaTopakaabHOE MeTa-
CTa3MpoBaHUE HETUMTUYHBI HA MOMEHT MEPBUYHON TMAaTHO-
CTUKM 3abosieBaHUsI, TOTAa KakK MpPHU MPOTPecCUPOBAHUU
WY pelMauBe TUM@OMBI BOBJIIEYEHNE B OITyXOJIEBbIN IIPO-
liecc MapeHXMMaToO3HBIX opraHoB (TreueHb, mouku, LIHC)
SIBJISIETCST XapaKTePHBIM. ABTOPHI OTMEUAIOT, YTO BOBJIEYE-
Hue B omyxojeBblii mpouiecc LITHC oObuHO TposiBisieTcs
100 00BEMHBIM MOpaXkKeHWeM BellleCTBa MO3ra, 100 nmape-
30M 4YEpernHbIX HEPBOB, HO HUKOTAA HE MOIATBEPXKAAETCS
JIIOMOQJIbHOM MYHKIIMEH.

JlnarHOCTUKA MePBUYHON MeIUaCcTUHABHOU TUMdO-
MBI — HempocTas 3anada. CJI0XXHOCTU CBSI3aHBI C aHATOMO-
Tonorpad4YecKoil JoKaau3alueil MepBUYHOIN OMyXOJH,
C HEOOXOAMMOCTbIO MCIOJIb30BAHUSI UHBA3UBHBIX METO/IOB
obcnenoBaHusl ISl MOJTYYEeHUsT MaTepurana ¢ mociaeayomei
“UMMYHOMopdosioTuueckoil BepuduKanueid auarHosa.
K ocHOBHBIM MeTomaM MACHTU(DUKAIUY TIEPBUIHOMN JIUM-
(oMbl cpemocTeHUsT OTHOCSITCS MEIMaCTUHOCKOIIWSI WU
TOPaKOTOMUSI C OMOTCHUEll OIyXOJeBOil TKaHW, a TaKxke
ouoncus nepudepuueckux JUMQOY3JIOB B clydyae UX BO-
BJICUEHMUSI.

MHorounciIeHHbIe CeKIIMOHHBIE HAXOIKN — OCTaTKU
TUMHUYECKOTO JTMUTETUsS U TUMUYECKUX OSTMUTEINATBHBIX
KUCT, (pparMeHTHl NOJEeK BWIOYKOBOM 3KeJe3bl, a TaKkKe
tesbla [accans, BeIsIBIEHHBIE B 00pa3iiax OMmyxoJeBoil TKa-
HM, CBUIETEJIbCTBYIOT O TOM, UTO TMEpBUYHAsI MeIUACTH-
HajbHas (Tumuueckasi) B-KKJI mepBuyHO UCXOOUT U3 BU-
JIOYKOBOI XeJie3bl. B 11e10M omyxoJieBblii MHGUIBTPAT Xa-
paKTepU3yeTCsT UYPe3BBIYATHBIM KJIETOUHBIM TTOTUMOPGhU3-
MOM, CBSI3aHHBIM, TIPEXIe BCETO, C Pa3NIUYHOU KOHGUTY-
pauueil simep OmMyXOJIeBBbIX KJIETOK, MPUCYTCTBUEM MHOTO-
saepHbIX Gopm [19]. OOuIMe MUTO30B B TIpenapaTax CBU-
JETEILCTBYET O BBICOKOM MpPOJM@epaTUBHOM MOTEHLMAEe
omyxousu [20].

B xumaccudbukanuu BO3 (2001) mopdonoruvyecku
MepBUYHaAsE MeauacTUHalbHass (TuMudeckas)) B-KKJI
B OOJIBIIMHCTBE CIyyaeB XapaKTepu3yeTcsl KaKk MacCUBHBIN



nuddy3HBII TposrdepaT OMyX0JIeBbIX KJIETOK ¢ ITMPOKON
CBETJIOM UMTOILIA3MON U (UOPO3OM SYEUCTOTO THIIA.
B omyxoseBoii TKaHUM MOTYT OOHApy>KUBATbCS OCTATKU BU-
JIOUKOBOM kesie3bl. KieTku auMdOoMBbI pa3inyaloTcsl Kak
pa3mepamu, Tak u opmoii siaep. Kpome Toro, aTu pasnu-
YUsI MOTYT BBISIBJISITHCS B IIpeiesiaX OJHOTO oOpa3iia OIyXo-
JIEBOW TKaHU.

M. Al-Sharabati u coaBt. [17] ucciegoBaiu o6pa3iibl
OITyXOJIM Ha KPUOCTATHBIX Cpe3ax M OOHAPYKUIU CICAYIO-
mwmit denorun: CD19+, CD22+, CD37+, CD21-, Ig-.
Kpowme Toro, ananu3 T-kieTtounbix aHtureHos (CD1, CD2,
CD3, CD4, CD5, CD7, CDS8, CD43) Ha MOBEpXHOCTH OITy-
XOJIEBBIX KJIETOK TI0KAa3aJI, UYTO y OOJIBITMHCTBA OOJIEHBIX 9TH
MapKephl He aKcTpeccupoBanch. CriekTp nuddepeHInpo-
BouHbIX aHTUTeHOB (CD19, CD20, CD22, CD37) Ha mo-
BEPXHOCTH OIYXOJEBbIX KJIETOK IMePBUYHON MeIMaCTUHAIb-
Hoii (Tumuueckoii) B-KKJI cooTBeTcTByeT KOHEUHBIM 3Ta-
nam B-kierouyHoii nuddepeHmposku [21].

JlaHHBIE JUTEpaTyphl IMO3BOJSIOT 3aKJIIOUYUTh, UYTO
HaunboJyiee XapaKTepHBIM (DEHOTUIIOM TICPBUYHON Meama-
cruHanbHOi B-KKIJI aBiasercas CD19+, CD20+, CD22+,
CD37+, CD21-, CD10-, CD5-, CD3-, Slg-. AHanoruuHsie
JlaHHbIe MOXHO HaiiTu u B padote K. Besien u coast. [10].
ABTOpBI TIOJIaTAlOT, YTO BITOJIHE JTOCTATOYHBIM SIBJISIETCSI
caeayomuii uMmmMyHodeHoTunuueckuii npoduis: CD19+,
CD20+, CD21-, HLA-DR-. OrcyrctBue HLA-DR siBisiet-
cs (peHOTUTIMUECKUM OoTaM4YreM ot npyrux B-KKIJI [2, 7, 10].
[IpencraBneHHass MMMYHOJIOTMYECKAsl XapaKTepuUCTUKA
OITyXOJIEBBIX KJIETOK MOATBEPXKIAET TUIIOTE3y O TOM, UTO
MepBUYHAsT MeIMacTUHaIbHasT JuMdoma pa3BUBaeTCs M3
COOCTBEHHBIX B-KJIeTOK TMMyca, IMOCKOJBKY ee (heHOTHIT
UICHTUYECH (DEHOTUITY COOCTBEHHBIX B-KJIeTOK BUJIOUKOBOIT
xkejae3pl — CD19+, CD21-, CD10-, Ig- [6, 12].

IIpuBnekaer BHMMaHue paboTa, B KOTOPOU MPOBO-
JNUTCSI aHaJIU3 aHTUTeHOB ructocoBmectumMoctu (HLA)
I—II kaccoB y OOJIbHBIX MEPBUYHON MeAUACTUHATBHOM
(tumuueckoit) B-KKIJI. [1pu uccinenopanuu 6111 oOHaApY-
JKEHBI BRIPaXKeHHBIC 1e(EKThI 9KCITPECCUU 3TUX aHTUTEHOB,
OTpaXKkarolre BHICOKYIO CTeTICHb MaJTUTHU3AIUN JTUMQPOMBI
[21]. B uccienoBaHuMM MoKa3aHo, YTO Ae(EKThl IKCIIPECCUU
aHTureHoB | Kiacca ormevaroTcs vaie, yem 11 kmacca. AH-
TUTeHBI | Kitacca SIBISTIOTCS TTOCPeTHMKAMU MEXIY IIUTOTO-
KcnaHbIMU T-uMmbonnTamMu 1, B TaHHOM citydae, B-kier-
kaMu. OTIyXoJieBbIe KJIETKH, HEIOCTATOUHO 3KCITPECCUPYIO-
mue Mapkepbl TuctocoBmectumocTu I kimacca (HLA-A, B,
C), BeposITHO, u30eraloT UMMYHHOIM aTakKu LIUTOTOKCUYE-
ckumu T-KJeTKaMu. DTUM MOXHO OOBSICHUTb KJIMHUYE-
CKYI0 arpecCMBHOCTbH IEPBUYHBIX MeIUMAaCTUHAIbHBIX
(tumuyeckux) B-KKJI. AHTUreHBI TMCTOCOBMECTUMOCTU
I k1acca oTBEeTCTBEHHBI 32 B-KJIeTOUHYIO aKTUBAIIUIO U CO-
3peBaHue. [ledeKThl 3KCIPECCUU CTPYKTYPHBIX JIETEPMU-
HaHT 3TUX MOJIEKYJ, 1o MHeHMI0 P. Moller u coasrt. [21],
MOTYT CIIOCOOCTBOBaTh TpaHchOpMallMd MMMYHOJOTUYE-
CKU «HETTOJTHOIEHHBIX» B-KJIETOK B TEPBUYHYIO MEIUACTH -
HasibHy0 B-KKIJI.

s ompeneeHUsT TIPOrHO3a y OOJIBHBIX 37T0KAYeCT-
BEHHBIMU JTUM(MOMaMU TOCIe U3YYeHUs 12 pasIuIHbIX IO~
kasaresieit 6ojiee ueM y 3000 6onbHbIX HXJI ObLITIO BhIACE-
HO 5 HE3aBHMCHUMBIX HEOJaronpusITHbIX MPOTHOCTUYECKUX
daxropoB: Bo3pact crapiie 60 siet, craguu [II—IV, obGiiee
COCTOSIHUE OOJILHOTO, COOTBETCTBYIOIIIEE MYyHKTaM 2—4 1o
mkange ECOG, yucio 30H 3KCTPaHOMAIBHOTO TTOPAKEHUS
Oosiee 1, moBbIIEHUE YPOBHS JakTaTaeruaporeHassl (JIJIIN)
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0osee uem B 2 paza [13]. 1o uucny aTux nokasaresieit cpop-
MUpPOBaHbI Tpynmbl HU3Koi (0—1 dakTop), TpoMexKyTOoUu-
HOli/HU3KOH (2 hakTOpa), MPOMEKYTOYHOI/BhICOKOM (3 hak-
TOpa) U BBICOKOI (4—5 (hakTOpOB) CTENEHU pUCKa.

B Hacrosiiee Bpems pa3paboTaHO MHOTO pa3iMyHbBIX
nporpamm noauxumuorepanuu (I1XT) nepBuyHoil Mmeaua-
ctuHaibHOI (TuMuyeckoii) B-KKJI (ACVBP, M-BACOD,
m-BACOD, MACOP-B, ProMACE-CytaBOM, C-MOPP,
CHOP-B, DHAP u np.). B pa6orax A. Bosly u coasr. [22],
C. Haioun u coaBr. [23] He 00HapyKeHO TOCTOBEPHbIX pa3-
JIMYUI B OTBETE HA MPOBOAMMYIO MHTEHCUBHYIO XUMUOTE-
parmio, Kakast 6bI KOMOMHAIMSI ITUTOCTATUKOB HU MCITOJIb-
3oBasniachk. G. Todeschini u coaBrt. [24] cpaBHWJIN JBE MPO-
rpamMbl [IXT — CHOP B monHbIx mo3ax 1 MACOP-B. AB-
TOPHI MPUIIUIM K BBIBOY, YTO TIepBasi MporpaMma Hel1ocTa-
TouHO 3(PdexTuBHa, Torna kak kypc IIXT mo cxeme
MACOP-B nan 85% mnoaHbix pemuccuii. TpexieTHsist 6e3-
peunauBHas BbIkKMBaeMocTh coctaBwia 90%. IMpumepHo
Takye Xe pe3yIbTaThl MOJYYeHBI B KPYITHOM PETPOCIEK-
TUBHOM HUTaJbsSHCKOM HuccienoBanuu 2002 I., mpoBeaeH-
HoM P. Zinzani u coaBt. [11] (B ucciaenoBaHue ObLIM BKITIO-
yeHbI 426 TepBUYHBIX O0JBbHBIX). ABTOPHI 3aKJIIOYAIOT, YTO
y MalMEeHTOB C MEPBUYHONW MeIMACTUHAIBbHON (TUMMYE-
ckoit) B-KKIJI npeanoytuTeabHON SIBIASETCS Teparus o
cxeme MACOP-B.

B Hacrogiee BpeMsl Ha OCHOBaHMY JAHHBIX JIMTEpa-
Typbl B OTHOIIIEHUM OOJIbHBIX MEPBUYHON MeIMacTUHAIb-
Hoii (Tumuueckoit) B-KKJI neyeOGHast TakTuka mnpencraB-
snsercs ciaenywouieii. [lepBUYHBIM OOJIBHBIM CJEAYET MPO-
BECTH TepaIuIo IO cXeMaM, COIePKAIINM aHTPALIMKIMHO-
Bele Tipemapathl. [IpeamodyTeHue OTmaeTCs MpoTrpamMMme
MACOP-B. Ilocne 3aBeplieHUs] TepanuM JOJIKHBI OBITh
BBITIOJTHEHBI KOMITBIOTEPHO-TOMOTpa)uuecKkoe MCCIeno-
BaHue U cuuHTUrpadus ¢ “Ga. Puck peunauba 3adoeBa-
HUSI BBICOK, €CJU Pe3yJbTaThl BBIIIENEPEUMCIEHHBIX MC-
CJIeIOBAaHUI CBUAETEJBCTBYIOT 00 OCTaTOYHOU OITyXOJie-
BOIi Macce B cpenocteHun (ocraercs 6ojee 20% repBoHa-
YaJIbHOTO OITyX0JIEBOro 00beMa). [Ipn JOCTUMIKEHUM MOJI-
HOWl PEeMUCCHUM C LIeJbI0 €€ KOHCOIUIALUM ITPOBOIUTCS
JlydyeBasi Teparnus B BUAE JOKaJbHOIO OOJYYEHUs MCXO-
HOI 30HBI MOpaxKeHUsl, a Takxke JUMGbAaTUIECKUX KOJJIEK-
TOPOB, PACIIOJIOKEHHBIX BBIIIE nradparMbl (B ciaydae MX
BOBJIEUEHMS B 3JI0KaUECTBEHHBII MpOIlecC), B CyMMapHOU
no3e 30—46 Ip. Bo3smoxeH apyroil BapuaHT KOHCOJIMIA-
LIUA PEMUCCUU — BBICOKOJIO3HASI XUMUOTEpAIus C TToce-
NyIOLei TpaHCIUIAaHTalMEeH ayTOJOTUYHBIX CTBOJOBBIX Ie-
MOIO3TUYeCKUX KjaeToK [10]. ABTOpbI cuMTalOT, 4TO 0ba
BapMaHTa KOHCOJMIAIIMY PEMUCCUM BO3MOXHBI, TaK KakK
B HaCTOSIIIIee BpeMsl HeT MaHHBIX OTHOCUTEIHHO MPEeUMY-
1IeCTBA OJTHOTO U3 JIeUeOHBIX MOAX0I0B Haa ApyruM. B Yu-
karckoM yHuBepcurtere (mrar MmnuHoiic, CILHA) mpen-
MOYTEHUE OTAACTCS BHICOKOJO3HOM XUMUOTEpAIIMU C TTOC-
JIenyloleil TpaHcIIaHTalMel ayTOJOTMYHbBIX CTBOJOBbBIX
reMOITO3TUYECKUX KiaeToK [10].

[MauweHTam ¢ MUPUHON TEHU CPEIOCTEHUS] MeHee
10 cm (MTU<0,33) u I cragueii 3a601eBaHUST MOKHO OIpa-
HUYUTHLCS TIPOBEICHNEM 3 KypCOB XMMHUOTEPAITMH IO CXeMe
R-CHOP. Eciu koHcTaTUpyeTCs MOJIHAs PEMUCCHS, TO C Lie-
JIbIO KOHCOJIMAALIMY MTPOBOAUTCS JiyueBasi Teparnus [25].

[Ipu mocTymieHN B KIMHUKY OOJBIIMHCTBO HaIIUX
MMallMeHTOB HaXOAWINCh B YIOBJIETBOPUTEIBHOM COCTOSI-
HUK. Y 39% GOJIbHBIX COCTOSIHME PACLIEHUBATIOCh KaK CPe/I-
Hell TsIKecTH, a B 7% cily4aeB — Kak TSIKeJoe.
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Jlokanuzosanubie (I—IIE) cTtanuu 3a0oneBaHus au-
arHoctupoBanbl y 50 (70%) maumeHTOB, reHepaIM30BaHHbIE
(ITT—1V) — y 21 (30%). 1o mueHuto P. Moller u coast. [26],
npeobagaroil J0OKaJIbHBIA POCT OMYXOJU U MH(PUIBTPA-
LIUST COCETHUX 00JIaCTeil CBsI3aHbI CO CIIOCOOHOCThIO KIIETOK
OITyXOJIW K JIOKQJIBHOM aJre3WBHOCTH, YTO OIOCPEIYeTCs
yepe3 CD11c. MaccuBHoe («bulky disease») mopaxkeHue re-
penHeBepxHero cpempocteHus (MTW>0,33) BbIgBICHO
y 82% GOJIbHBIX.

[MpuszHnaku cuHapoma cnapiaeHus BI1B nabmonanuch
y 42% OOJbHBIX, CUMITOMbl MHTOKCHKAIIMU OTMEUYEHbI
y 35% nauueHTOB. BbIsiBIeHa NOCTOBEpHAasi B3aMMOCBSI3b
MeX1y HaJTMIMeM WA OTCYTCTBUEM B-cMMIITOMOB U cTaau-
eit 3a001eBanus. Tak, B-cumnroMsl orcyrcTBoBaiu y 83%
0OJIbHBIX C HAYaJIbHBIMM CTaIUSIMU 3a00JIeBaHUSI, TOTA KaK

Puc. 1. llepsuunas meduacmunanvuas (mumuyeckas) B-KKJI.

Okpacka eeMamoKCcuasuHom u 203utom, ye. 400

Puc. 2. [lepsuunas meduacmunanvnas (mumuueckas) B-KKJI. Dxcnpeccus onyxonegoimu
xnemiamu CD20. Asudun-6uomun-nepoxcudasnwiii memoo, ys. 400

npu reHepann3oBaHHBIX (III—IV) cragusix ciMITOMOB MH-
TOKCUKAIMU He ObLIO JTuib Y 17% GOJMbHBIX.

VY 55% nanumeHTOB MECTHOE PacpOCTPaHEHUE OMyX0-
JI1 XapaKTepU30BaJOCh IMOPaXEHUEM IUIEBPbl U JIETKUX,
ay25% — nepukapia u rnepeaHeii rpyaHoi creHku. Kpome
TOro, Habaganoch MopaxeHue JUM@ATUYECKUX Y3JI0B
1Ier, HAIKITIOUMIHBIX W TTOAMBIIIEYHBIX 00J1acTeil, MATKIX
TKaHEH.

PesynbraTel, mosyuyeHHBIE B HaIlleM MCCIEIOBAHUU,
B OCHOBHOM COTIJIACYIOTCSI C JaHHBIMHU JUTeparyphl. Tak,
y O60JbIIMHCTBA 00IbHBIX HAOII01aJICSI MACCHUBHBII OIMyXO-
JIEBBII KOHIJIOMEPAT B TEPENIHEM BEPXHEM CPEIOCTEHUU
(MTW>0,33) c pacripocTpaHeHEM Ha OJIM3JIeXale opra-
HBI U TKaHU (JIETKKE, TUIeBPY, mepukapa). CocTosTHUE maln-
€HTOB OCTaBaJIOCh YIOBJIETBOPUTENIbHBIM 10 TEX TOP, MOKa
HE Pa3BUBAJICS CUHIPOM KOMIIPECCUU
BIIB. Yacrora cuMIITOMOB OITyXOJie-
BOIf MHTOKCUKALIUM U CUHIPOMA KOM-
npeccuu BIIB Takxe cooTBeTcTBYeT
NaHHBIM JUTEpaTypbl. B Hammx Ha-
OJMIIONEHUSIX MBI HE HAIIW Pa3iuduii
B YaCTOTE MOPAXEHUSI MEXIYy MYX4H-
HaMHU U XeHIIMHaMKu. MeauaHa BO3-
pacTa TalMEHTOB COOTBETCTBOBAja
YETBEPTOMY JIECITUICTUIO.

Ha moment nuarnoctuxku 111
u IV cTanum 3a60seBaHUs yCTaHOBIIE-
Hbl 21 mauueHTy. Y 3THX OOJBHBIX
HMMEJICSI paCIIPOCTPAHEHHBIN OIyXxoJie-
BBIiA ITPOLIECC C TIOpaKeHMEM T104eK (6),
HaJMoOYeTHUKOB (5), kocteii (12), mu-
TOBUIHOM kenesbl (3), Xemynka (3),
ToHKOI Kumku (1), suaHukoB (1).
BosneueHue B omyxoseBblii Tpoliecc
LIHC HOoCHII0 UCKTIOUUTETbHBIN XapaK-
Tep, CaydyaeB HEMpOJIEHKEMUU HE BbI-
gBJieHO. OTCyTCTBUE HEMPOIEHKEMUMN,
MO-BUANMOMY, CBSI3aHO WCKITIOUM-
TEJTBHO C aAre3MBHOCTHIO OIMYXOJIEBBIX
kierok. [lopaxkeHusi KOCTHOTO Mo3ra
He HabJII01a10Ch HU Yy OJTHOTO OOJIbHO-
ro. Takum oOpa3om, Mexay HalluMu
pe3yJibraTaMu, KacalollUMUCS OTaa-
JICHHOTO 3KCTPaHOMAILHOTO pAacCIIpo-
CTpaHEeHUsI, U JaHHBIMU, 0003HAYECH-
HBIMU B MOCJIEIHUX KIaccuuKauumsx
HXJI (REAL, 1994; BO3, 2001), Tak-
K€ He ObUTO pa3Inyuid.

B Hamwmx HaOnw0AEHUSIX TpU
MOpP(OTOTUIECKOM  HCCIETOBAHUM
OIyXO0JIEBOIl TKAHU TEPETHET0 CPeio-
cTeHust y 41 60JbHOTO MepBUYHAS Me-
nuacTuHaibHas (Tumudeckas) B-KKJI
umesa Bua audy3Horo nHGUIbLTpaTa
B (pubOpo3HO-XKUpOBOil TKaHu. B psane
clyyaeB yIaBaJOCh OTMETUTH pa3pa-
CTaHWE OMYyXOJUW U B BUJIOYKOBOIL
xKenese.

OnyxoJieBble KJIETKM ObLIN pa3-
HOTO pa3Mepa (OT CpeAHero 10 KpyI-
HOTO) C sipaMu OKPYTJION, OBaJIbHOI,
BBITSIHYTOU, HETPaBUIBLHOU (HOPMBI.
Bcrpeuanuch KIeTKu ¢ MHOTOOIbYA-



TBIMU SIAPAMM, a TaKKe MHOTOsIIepHbIe (POPMBI, YacTh KO-
TOpBIX HamoMuHama KieTku bepesoBckoro — Pum —
repnGepra. XpoMatuH siiep OOBIYHO HEXHO-TPaHyJsIp-
HBII ¢ OJHOM UM HECKOJIbKUMU YETKUMU HEOOJbIIUMU HY-
kiaeonamu. MHorma BcTpeyanuch siipa My3bIPbKOBUIHBIE.
B yacTu ciayyaeB onyxoJieBbie KJIETKU ObLTY MOHOMOP(MHBI-
MU, B IPYTUX — TUIEOMOPGHBIMH.

B GoablinHCTBE ciyyaeB Mo CBOUM Mopdosoruye-
CKMM XapaKTePUCTUKAM OITYXOJIeBble KJICTKM HAallOMUHAIU
LIEHTPOOJIACThI U IeHTpOoLUTHI. [luTomnmasma 310KauecTBeH-
HBIX KJIETOK OOMJIbHASI MM YMEPEHHOU LIMPUHBI, OenHasl,
cBeTJIasl, pexe ciabo wiu ymepeHHo O6asoduibHas. Cpeau
OITyXOJIEBBIX KJIETOK YaCTO OOHApY>XMUBAJIUCh B Pa3HbIX KO-
JINYECTBAX Majible JTUMQPOLUMTHI, TUCTUOLUTHI. JIMMGMOLUTH
MOTJIM pacIiojiaraThCs MepUBaCcKyISIPHO.

XapakTepHbIM IMPU3HAKOM SIBJISJICS CTPOMAaIbHBII
ckepo3: nuddy3HbIM B BUIE TOHKUX WHTEPCTULIMATIbHBIX
BOJIOKOH, OIUIETAIOLIMX KJIETKU, U CKJIEPO3 B BUJE THav-
HU3UPOBAHHBIX TMPOCJIOEK, MESIIMX OMyXOJb Ha JOJbKHU
(anbBeosTbl), THe3ma. B omyxosieBoil TKaHUM OOHapyKUBa-
JINCh HEKPOTUYECKHME U3MEHEHUS, B TOM UKCJIe OOIIMPHBIC.

B HexoTOpHBIX clTydasix MOXHO ObLJIO BUAETH OCTPOBKM
pe3UIyaIbHOTO THUMWUYECKOTO SMUTENUsI, UHOUIBTPUPO-
BaHHOTO OITyXOJEBBIMHU KJIETKaMM. TUMWUECKUIA SITUTETUIA
TIPY 3TOM MOT TTOIBEPraThCs TUTIePIIa3uu. XapaKTepHBIM
MOpP(OJIOTNYECKUM TTPU3HAKOM SIBJISIIACh TaKXKe MHOUIBT-
pauus OITyXOJIeBBIMU KJIETKAMU CYOMHTHUMBI M CTCHKU
KPYITHBIX KPOBEHOCHBIX cOCynoB. TunuyHas Mmopdoaoruye-
cKasl KapTMHA NEpBUYHON MeauMacTUHAIbHOW (TUMUYE-
ckoit) B-KKJI npencrasieHa Ha puc. 1.

ITpu UMMYHOJIOTUYECKOM HCCIEI0OBAHUM OMYXOJIEBbIE
KJIETKM BO BCeX 54 ciydasix XapaKTepu30BaJIUCh BbIpaXKEH-
HOI aKcmpeccuel obieneiikouuTapHoro antureHa CD45.
B-knerounas npupona 1uM¢OMbI JOKa3zaHa 00OHapyKeHUEeM
Ha MeMOpaHe OIyX0JIeBbIX KJIETOK 0011ie-B-KjieTouHoro aH-
tureHa CD19, a Takxke MapKepoB 3peJibix 3TanoB audde-
peHuupoBku B-numdpouuros — CD20, CD22, CD37
(puc. 2). Mapkepbl KJIETOK-IPEIIIECTBEHHUKOB Ha OIyXO-
JIEBBIX KJIETKaX OTCYTCTBOBaiM. [1o HAIIMM JTaHHBIM, K O0CO-
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OEHHOCTSIM UMMYHO(EHOTHUIA MMEPBUYHON MeIMaCTUHAIb-
Hoii B-KKJI MoxXXHO oTHecTH oTCyTCTBUE 3KcTpeccun CD10
u CD21 Ha memOpaHe 3710Ka4eCTBEHHBIX KJIETOK, IKCIpec-
cuto mapkepa CD23 y TpeTu 00JbHBIX, OOHApPYKEHUE aHTU -
reHa CD38 Gosiee yeM y MOJIOBUHBI MAllMEHTOB M, CaMOe
[JIaBHOE, OTCYTCTBME WU CJIabyl0 DKCMPECCUID MOJIEKYJ
HLA-DR 6onee uem y 20% GonpHBIX. Kak yXe roBOpHIIOCH,
orcyrctBue HLA-DR cuurtaeTcst Becbma xapakKTepHbIM IS
MEPBUYHBIX MEIUMACTUHANBHBIX (TUMHYeckux) B-KKJI
M HUKOTJA He Habogaercs npu apyrux Bapuantax HXJI.

IIpu aHanM3e MPOrHOCTUYECKOTO 3HAUYEHUST OTHENb-
HBIX MCXOIHBIX KIMHUYECKUX M HEKOTOPBIX UMMYHOMOP-
omornyeckux MPU3HAKOB U UX BIUSHUS Ha JUTUTEITHHOCTD
peMUCCHUU Y CPOKU KMU3HU OOJTBHBIX TIEPBUYHOM MeIUacTu -
HanbHOU B-KKJI yctaHOBIeHO, 4TO 75% GOJIBHBIX OTHOCH -
JIMCh K TPyIIiaM HU3KOU U TIPOMEXYTOUHOI HU3KOM cTerie-
Heil pucka. [To Bceil BepOsSTHOCTH, 3TO MOXHO OOBSICHUTH
TeM, 9TO TPU U3 TSITU TTPOTHOCTUIECKUX IMPU3HAKOB, 000-
3HaueHHbIX B MITU, — Mo101011 BO3pacT OOJbHBIX, pAHHUE
cTanuu 3a00JIeBaHMS U YIOBIETBOPUTENbHBIN CTATYC MAIlU-
€HTOB — TMOCHYXWIN TPUINHONW BKIIOUEHUST OCHOBHOU
Macchl OOTbHBIX B TPYMIBI HU3KOM U MPOMEXYTOUYHON HU3-
KoM cTenieHelt pucka. Kpome Toro, Heo6XxonMMo MPU3HATB,
YTO U3 MHOXKECTBA IMTapaMeTPOB, M3yYeHHBIX HAMU, TIPOTHO-
CTUYECKOE 3HAYEHUE UMEJIU TOJIBKO T€ 5 MPU3HAKOB, KOTO-
pbie obo3HaueHsl B MITU.

Jnst nedeHusi OOMBHBIX TMEPBUYHON MeIUaCTUHAb-
Hoit B-KKIJI nmpumeHsiiuch pasnuunbie niporpaMmmbl TTXT,
B 24 ciiydasix ¢ JiyueBoii KoHcoauaauueir. OCHOBHBIM METO-
noM ITXT GosiblIMHCTBA EPBUYHBIX OOJIBHBIX OblIa cXeMa
CHOP B crangaptHoM pexxume. Y 9 u3 71 60JbHBIX K CXeMe
CHOP nob6asnstmace Mmabtepa (putykcumad). ITXT mo cxe-
Me MACOP-B nposenena 10 mepBuaHbIM 00JbHBIM. B aHa-
JIM3UPYEMON TpyIire OOJbHBIX 001ast 3(PPeKTUBHOCTD Jie-
YEHMUs, T.€. JOCTUKEHUE MOJTHON U YACTUYHOU PEeMUCCHUH,
coctaBuia 61% (monHble pemuccnn — 34%, 4yacTUYHBIE —
27%). B rpymnrne OOJbHBIX C MMOJHOW PEMUCCUE MeanaHa
0e3penINBHON BBIKMBAEMOCTH HE NOCTUTHYTA. PeltnnuBe
B Te€UYEHME roja HacTynuiau y 7 6osabHbIX. Hawnyuiue pe-
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Puc. 3. O6was eviocusaemocms (a) u gviacusaemocms, c0000Has om Heyoau aeverus (0), 60AbHbIX NEPBUHHOI
meduacmunanvHoi (mumuueckoiit) B-KKJI (n=71) 6 coomeemcmeuu ¢ memodom IIXT npu nepeom obpawernuu 601bHbIX
a — MeduaHa 8vliCUBAEMOCHU 8 00eUX epynnax He docmueHyma, pasauqus cmamucmuvecku docmogeprol (p<0,05);
0 — pazauyus 8 blICUBAEMOCTIU MeNCOY epYRnamu 604bHbIX 8bicoOK0docmosephbl (p=0,001)
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Puc. 4. Obwas sviicusaemocnms 6016HbIX PAHBIX
npoenocmuueckux epynn (n=71) 6 coomeemcmeuu ¢ MITH.
1 — HusKuil u npomexcymounblii HU3KUll puck (n=>53);
2 — npomexcymouHblii 8bICOKULL U 8blCOKULL puck (n=18).
Paznuyus mexcdy epynnamu cmamucmuuecku docmogeptst (p=0,021)

3yJIBTAThI JICUEHUS TOCTUTHYTHI IIPU ITPOBEICHUN XUMHUOTE-
panuu mo cxeMaM MACOP-B (80% TMONHBIX PEeMUCCHIA)
u R-CHOP. Be3ycnoBHO, rpyniibl 60IbHBIX MaJIOUYNCIIEHHBI,
U TeM He MeHee ucronb3oBaHue 3Tux cxeM [1XT mo3Bomnu-
JIO TOCTOBEPHO YJIYYILIUTh MTOKa3aTeau O0IIeil BbIKUBaeMO-
CTU M BBIXMBAEMOCTH, CBOOOJHOW OT HeyAay JeYeHMUs
(puc. 3). CorjnacHo JaHHBIM JIMTEpPATypbl, Yy IMalLUEHTOB
C TepBUYHON MenuacTUHaibHOU (TuMuueckoit) B-KKJI
MIPENIOYTUTETHHOM sIBiIsieTcs Teparust o cxeme MACOP-B
[10, 11, 24].

BonplMHCTBO MOMHBIX pemuccuii (47%) mosydeHO
y MalMeHTOB U3 IPYNIbl HU3KOI CTENEHU pUcKa, TOTa Kak
HU Yy OTHOTO M3 OOJBHBIX, OTHECEHHBIX K IPYIIe BBICOKOM
CTENEeHU PUCKA, NTOCTUYb IOJHOU PEeMUCCUU HE YIaloCh.
OtnaneHHble pPe3yabTaThl JIEYeHUS Y OOJTbHBIX Pa3HBIX
TPYIII PUCKa CBUAETEILCTBYIOT O TOM, UYTO B IPyIIe OOb-
HBIX HU3KOW U TPOMEXYTOYHON HU3KOW CTENEHEW pucka
MeAMaHa BbDKMBAEMOCTHU HE JOCTUTHYTA, a B TPYIINE Mpo-
MEXXYTOUYHOM BBICOKOW U BBICOKOU CTEMNEHEN pUCKa OHA CO-
crapwia 20 Mec (pa3iuuusl MEXIy rpynrnaMu CTaTUCTUYE-
CKHU JOCTOBEPHBI; pUC. 4).

CremyeT OTMETUTh, YTO CTaauU 3a0oJieBaHUS (J0Ka-
JIU30BaHHbIE, PACTIPOCTPAHEHHbBIE) UMEIU CaMOCTOSITENb-
HOe TMporHocTuyeckoe 3HaueHue. [Ipu JIoKalIM30BaHHBIX
(I—IIE) crapusix yacToTa MOJHBIX PEMUCCUIl ObLIa BIBOE
0oJiblIe, YeM Ipu reHepann3oBaHHbIX (40 1 20% cooTBeTcT-
BeHHO). OO1m1asi BBIKMBAeMOCTb ObUIa IOCTOBEPHO BBIIIIE
TPY JIOKATU30BaHHBIX CTAIUsX (pUC. ).

Puc. 5. O6wasn eviocusaemocmo
NAyUeHmos ¢ NepeuHHoOi MeOUaACMUHANbHOU (MUMUYECKOIL)
B-KKJI (n=71) 6 coomeemcmeuu co cmadusmu
PAcnpocmpanerus Onyxoau.
Cpok nabarodenus om 3 do 64 mec (p = 0,006)

TakuMm oGpa3oM, TepBUYHAsT MeAUMacCTMHaJIbHAs (TH-
muyeckasi) B-KKIJI siBisiercs caMoCcTOsITEIbHBIM KJIIMHUKO-
MMMYHOMOP(}OIOrMYeCKUM BapUaHTOM 3KCTPaHOIAIbHBIX
HXIJI ¢ xapakTepHBbIM KIMHUYECKUM T€UEHUEM, OIIPEeIeICH-
HBIMM IYTSIMU paciipocTpaHeHus. KimHudecknumMu ocooeH-
HOCTSIMM JaHHOTO BapuaHTa JUMMOMBI SIBJISIOTCS JIOKAJI-
3aIMsI OTYXOJIU B TIEpeTHEBEPXHEM CPEIOCTCHUH U JITUTEITb-
HO€ MECTHOE pacIlipocTpaHeHWe Ha OJu3Jiexaline OpraHbl
U TKaHU 0e3 paHHMX OTAaJeHHBIX MeTacTa3oB. Kpome Toro,
TUIMYHO MACCHUBHOE MOpaXeHKe IePeIHEBEPXHETO CPemIo-
crenus (82%), 4TO MOBOJIBHO YacTo (42%) cOMpOBOXKIACTCS
pasButuemM cunHapoma kKomrpeccun BITIB. Ha Gonee mosn-
HMX 3TaItax pa3BUTHS 3a00JIeBaHUST BOBMOXKHBI OTIAJTCHHBIC
SKCTPaHOMAbHBIE METACTa3bl B TIEUEHU, KOCTSIX, CeJie3eHKe,
[MOYKaxX, HAAIMOYEYHMKAX, LIMTOBMIHOM keyede. Ilopaxe-
HMs KocTHOTo Mo3ra, LIHC (BewiecTBa, 000109eK MO3ra) He
Habmoganoch. K 0cOGEHHOCTSIM MMMYHOJIOrMYeCcKOro ge-
HOTHUIIa nepBUYHON MeauactuHalbHOU B-KKJI otHOCsATCSE
otrcyrcTBue antTureHa CD10 B 100%, skcrmipeccust MapKepoB
CD23 B 29% u otcyrctBue skenpeccun HLA-DR B 20%
cilydaeB Ha MeMOpaHe 3J0KaYeCTBEHHBIX KJIETOK, OOHapy-
KeHue aHtureHa CD38 Gojiee yeM y MOJOBUHBI OOTbHBIX.

Pesynbrarhl HalIero MCCIEAOBAHMUS CBUIACTEILCTBYIOT
0 TOM, YTO IIPY MPABWJIBHOW 1 aeKBATHOM 110 MHTEHCUBHO-
ctu xumuorepanmuu (MACOP-B/R-CHOP) ¢ no6asieHueM
JIY4EeBOIi Teparmy MOXHO TOJy4uTh 58% MoJHbIX U 42% va-
CTUYHBIX peMuccuii. Bce GObHBIE KO BpEMEHU OKOHYAHUS
HACTOSIIIEr0 UCCIIEAOBAHMS HAXOAATCS O HAOTIOACHUEM.
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COBPEMEHHbLIE BOSMOMHOCTH NNEYEHUA
NEPBUYHLIX BOJIbHBIX IHM®OMOM XO4KKHHA
U NPUYUHDBI HEYOAAY NEYEHUA

E.A. lemuna, I'.C. Tyman, E.H. Yuykosa, H.E. Konaparnena,
A.T. bopoakuna, T.W. 3aiiuesa, O.M. Menay3oBa, C.B. Illupsies
POHII um. H.H. Baoxuna PAMH, Mockea

Ha ocrosanuu dantoix 06 sgpgpexmuenocmu mepanuu 566 nepguuHsix 6016HbIX AUMPOMOil Xodxckuna, noayyasuiux reverue ¢ POHI[ um. H.H. bao-
xuna PAMH ¢ 1975 no 2005 ¢., npogeden anaiu3z eausus a0ekgamHocmu 8biNOAHeHUs NPOMOK0A08 HA 0MOdNeHHble pe3yabmamel aevenus. Meduana
Habarwdenus 58 mec (pazopoc 5 mec — 25 nem). Ilpu nposedenuu éceii npoepammsl moavko 6 POHI] napywenus npoepammel mepanuu ommeuervl
¥ 28,6% 6oabrbix; ecau neuerue npoeodunocs npeumyuecmeerno ¢ POHL u auws uacme Kypcoe xumuomepanuu no mecmy scumenscmea — y 40,4%;
ecau 6 POHI[ nposooduauce auuts 06caedosarnue, 8bl00p npocpammbl U HAUaN0 Ae4eHus, d OCHOBHAS YACMb Kypca npogoouaach No Mecmy JIcUmenscm-
6a —y 63,5%.

K cmamucmuuecku 3Hauumomy cHUdICEHUIO 0MOANeHHbIX Pe3yAbIamoe8 AeHeHus npUgeaU yeeauuerue 0axice 00H020 UHMep8ana ceoviule 6 Hed, yMeHbule-
Hue obsema noauxumuomepanuu na 30% om 3anaanupo8antoeo oaxce nocae OOCMUNCEHUs NOAHOU PeMUCCU U OMMEHA 1Y4e80il Mepanuu 8 KOMOUHU-
POBAHHOM AeHeHUU NOcAe KOHCMAamayuu noaHou pemuccuu. Yiazannvie Hapyuienus ommeuenvt y 38,8% ooavnwvix. Cmpoeoe cobarodenue cospemenHnbix
npoepamm neverus: aumpomol Xo0HcKUHa cnocoocmayem nogvluleHur ek musHocmu mepanuu 3mozo 3a604e6anus.

Karouesvie caosa: aumgoma Xooxuckuna, cospemerHbie npoepamml aeuenus, IpexmueHocms mepanuu

MODERN TREATMENT PROGRAMS FOR PRIMARY HODGKIN'S LYMPHOMA AND REASONS OF TREATMENT FAILURE

E.A. Demina, G.S. Tumyan, E.N. Unukova, N.E. Kondratieva, A.G. Borodkina, T.I. Zaitseva, O.M. Meluzova, S.V. Shiriaev
N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow

Between 1975 and 2005, 566 patients (pts) with primary Hodgkin's lymphoma were treated at N.N. Blokhin Cancer Research Center. We analyzed an
influence of treatment programs execution on long-term results based on data of treatment efficacy. Median follow-up period was 58 months (range 5
months — 25 years). Deviations of treatment program were registered in 28,6% of pts in cases of execution of full treatment program at Cancer Research
Center. The main part of treatment program was performed at Cancer Research Center and the minority of chemotherapy courses was accomplished domi-
ciliary (40,4% pts). In cases of pts examination, choice of therapy and start of treatment at Cancer Research Center, execution of the main part of course
was accomplished domiciliary (63,5% pts).

Even increase for more than 6 weeks of the only one interval significantly resulted to reduction of long-term treatment effect. We observed statistically sig-
nificant decreased of long-term treatment effect in case of reduction the chemotherapy dimension (dose reduction) to 1/3 from predesigned regimen though
after achievement of complete remission as well as cancellation of radiotherapy in combined treatment after achievement of complete remission. All devi-
ations indicated above were revealed in 38,8% pts. An exact adherence to modern treatment programs for pts with Hodgkin's lymphoma facilitate to

increase effectiveness of therapy.

Keywords: Hodgkin's lymphoma, modern treatment programs, effectiveness of therapy

B 1970-x rr. numdoma XomxkkunHa (JIX) Obuta mpu-
3HaHa MOTEHI[MaJbHO U3JIEYMMbIM 3a00JIeBaHUEM, a K KOH-
11y BeKa BO3MOXHOCTb M3JI€UeHUsI OOJBIIMHCTBA OOJbHBIX
crajia akcuomoii. Mcrosb3oBaHre MPOrHOCTUYECKUX KPU-
TepUeB, OMPEESIONIUX OMYXOJIEBYIO Maccy, KOTOpble Obl-
Ju TipenjiokeHbl [epMaHcKoi rpymnmoit 1o uszydyeHuwo JIX
(GHSG — German Hodgkin’s lymphoma Study Group),
U COBPEMEHHBIX CTaHAAPTU3UPOBAHHBIX XUMUOJIYUEBBIX
MPOrpaMM JIeUeHHUsI TTO3BOJISIET MOJYYUTh MOJTHbIE PEMUC-
cum 6osiee ueM y 90% GONMBHBIX. S-JIeTHSIST O0OIIAast BbIKMBa-
€MOCTb B 3TOW TpyMIie, Mo JaHHBbIM BeIylIUX UCCAea0Ba-
TETbCKUX LEHTPOB, mocturaetr 90% wu Gonee (tabin. 1,
puc. 1) [1—8].

D PHeKTUBHOCTD JieyeHUsT OONBHBIX B KPYITHBIX MC-
CIe0BAaTEeNIbCKUX LIEHTPAX, MPOBOJSIIUX TEpPanuio co
CTPOTMM COOJIIOICHUEM CXEM U PEXMMOB JIeYeOHBIX MPOTO-
KOJIOB, BbILIE, 4eM B 0Olleidl cucTeMe OHKOJIOTUYECKOU
CITyXOBbI, 1 TpoGJieMa 3Ta CYIIeCTBYeT He TOJIbKO B Poccun
[8]. MpuumH ISt TaKOro pas3auuusi HECKOJbKO. Bo-mep-
BbIX, pPa3JMyaeTcsl OLEHKa MCXOAHOTO cTaTyca OOJbHBIX

BpayaMu OOIIeil ceTu U CrelualucTaMyu KUCCIenoBaTelb-
CKUX LIeHTpoB. Bo-BTOpBIX, HapyllleHUe 3anIaHUPOBAHHO-
ro JIeYeHHUsI Yalle OTMeYaeTcsl MpU peajn3aly ero B CUc-
Teme oOlllell OHKOJOrM4YecKoi ciy>KObl. TpeTbs mMpuuMHa
Oosiblie xapakTepHa st Poccun — oTcyTcTBUE B psifie pe-
TMOHOB CTPaHBbl TMaTHOCTUYECKOTO 000pYIOBaHUsI, HEOO-
XOAMMOTO JJisI COBPEMEHHOIO CTaAMpPOBAHUS U TOATBEP-
KIEHUS TOJTHOTBI PEMUCCUU.

IepmaHckas rpynna o usydeHuto JIX npoBena aHa-
JIU3 TPAKTOBKM PE3yJbTaTOB 00cCea0BaHUs OOJIbHBIX, BO-
weamux B npotokojsl HD10 (cpaBHeHue 2 u 4 LUKIOB
ABVD u nokanpHoro obaydeHus B go3e 20 u 30 Ip y 6071b-
HBIX TTPOMEXYTOUHOI MPOTHOCTUYECKOU Tpyrmbl) 1 HD11
(cpaBHeHue nporpamMm BEACOPP u CVPP/ABVD y 60:b-
HBIX HEOJAronpusITHON MPOTHOCTUYECKO TPYIIBI) Bpaya-
MM Ha MeCTax U ClelMaIucTaMu KOOPAUHALIMOHHOTO 1IeH-
Tpa T0 JOKyMeHTaM, MPEeACTaBICHHBIM JIeUallliMN Bpada-
mu. Cramusa 3a0ojeBaHMS U3MEHsJIach peako — y 1,5
u 1,6% GOJBHBIX COOTBETCTBEHHO, OJTHAKO KOPPEKIIMS 30H
MOpaxeHusl U, cleloBaTelbHO, 00beMa Jy4eBOil Tepamuu
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Dpdpexmuernocms cogpeMeHHbIX KOMOUHUPOBAHHBIX NPOPAMM Mepanuu y 00AbHbIX

PA3AUYHBIX NPOCHOCMUYECKUX 2PYNN, 6bl0CACHHbIX 6 coomeemcemeuu ¢ kpumepusmu GHSG,
fNeueHUue KOmMopwvlx npogoounocsy 6e3 Hapyuienus pexcuma (n=236, dannvie POHI[)

IIpornocTHyeckasi rpynna (Tepanus)

BnaronpustHas (mpotokosst 1980—2005 rr.:
4 1UKJIa TIOJMXUMMOTEPAITMK + 00JIydeHUE 30H
MCXOAHOTO MOPaKEHHUsI, TPOCIEKEHHOCTh 5 Mec — 25 JieT)

ITpomexyrouHast (mpotokossl 1980—2005 rr.:
6 IIMKJIOB MOJIMXUMHUOTEPATTH + 00JIydeHUE 30H
MCXOAHOTO MOPAKEHMUsI, TPOCIEKEHHOCTh 8§ Mec — 24 roza)

Heb6naronpusitHas (mporokon 1998—2005 rr.:
8 mukiioB BEACOPP + o6iryueHne 0CTaTOYHBIX OITyXOJIEeBBIX MACC
Y VICXOIHO OOJIBIIIMX MAaCCUBOB, MIPOCIIEXEHHOCTh 6 Mec — 5 JieT)

YacToTa nosHbIX pemuccuii, % 5-J1eTHss 001IAs BBDKMBAEMOCTb, %

100 98
99 95
90 90

npousBeneHa y 49% OO0JIbHBIX, MOJIy4YaBIIMX JICYEHUE TI0
nporokosy HD10, 'y 67% GoJIbHBIX, OJTy4YaBIINX JICYEHHE
no npotokony HD11. Koppekiiust 30H nmopaxkeHusi puBeia
K YMEHbIIIEHUIO 00beMa JTydeBoii Tepanuu y 1,8% GOIbHBIX
B rmpotokosie HD10 u y 4,3% 6onpHBIX B poTokosie HD11,
HO 00bEeM JIyU4eBOI Tepanuu ObLT yBeJudeH y 22,6% B mpo-
tokosie HD10 u y 44,1% 6onbHbix B mpotokosie HDI11 [8].
CoBpeMeHHbIE TTPOrpaMMBbI JICYEHUS CO31aBaIMCh Ha
OCHOBaHUU OTPOMHOTO M XOPOILIO MPOAHATU3UPOBAHHOTO
SMIIMPUIECKOTO OIbITA, a TAKXKEe C UCITOJIb30BaHUEM OHO-
MEeTPUIECKUX TaHHBIX, MeTaaHaIN3a U KOMITBIOTEPHBIX MO-
neseil IpOTHO3MPOBAHMST BBIKMBaeMOCTU. BbITo ycTaHOB-
JIEHO, YTO HEOOXOAMMBIN 00BEM XMUMUOTEPATTUU JUTSI KaXk-
IOM TIPOTHOCTUYECKOUW TPYIIIbl OMPENECIISIETCS HE TOJBKO
OOLIMM YMCIIOM BCEX YHUUYTOXEHHBIX OIMYXOJIEBbIX KJIETOK,
HO 1 OOIIMM YUCJIOM KJIETOK, KOTOPbIEe BO30OHOBIISIIOT POCT
B MHTepBajie Mexay uukiamm — «the generalized Skipper
model» [8]. B xonme 1980-x rr. A. Coldman u J. Goldie mo-
Ka3ajii, 4TO BBIKMBAHUIO PE3UCTEHTHOTO OIYXOJIEBOTO
KJIOHA OJJMHAKOBO CITOCOOCTBYIOT KakK CHUKEHUE KypCOBOA
03bl XMMMOIPENnaparoB, Tak W YIJIWHEHHUE WHTEPBAJIOB
MEXy MOBTOPHbIMU BBeaeHUsIMU 10 40 nHeii [9]. [Tosiae-
HUE KOJIOHUECTUMYJIUPYIOMKUX (GaKTOPOB MO3BOJUIIO TIpe-
OJIOJIETh MTO30JMMUTHUPYIONIYI0 TeMaTOJIOTUYECKYI0 TOK-
CUYHOCTb U JJAJI0 BO3MOXHOCTb ITPOBOAUTH JIeUeOHbBIE TPO-
rpaMMbl 63 CHUXKEHUS 103 M yIUIMHeHUsT UHTepBaioB. Of-

C nauana 1970-x r. POHLL npoBoaut neyeHue 601b-
LIMHCTBA 00JIbHBIX JIX COBMECTHO ¢ pallOHHBIMUA OHKOJIO-
raMu. DTO BBI3BAHO Te€M, YTO COBPEMEHHbIE MPOTPaMMbl
JICYEHUST 3TOTO 3a00JIeBaHUS JNIUTEIbHBI — 3aHUMAIOT OT 5
o 8 Mec, Kypchl XUMHUOTEPATTUN TTPOBOASTCS C TJIAHOBBI-
MU TIepepbiBaMHU, TIEPEHOCSITCS YIOBJIECTBOPUTEIbLHO
U 0JITOe TIpeObIBaHKe OOJILHOTO B CTallMOHApE HelleJIeco-
o6pasHo. KoeuHblit ¢OHI M BO3BMOXHOCTH JHEBHOTO CTa-
uuoHapa POHILI nmo3BoisiioT MpoBOAUTH JieueHue He OoJjiee
yeM 30—40 nepBUYHBIM 00JbHBIM JIX B rom, olHaKo ¢ Mo-
MOIIbI0 PallOHHBIX OHKOJIOTOB BO3MOXHOCTH TIPOUTH Jie-
yeHue 1o nporokojam POHILI moxyvaer B 2 pa3a Gosbliee
4uCca0 OOJIBHBIX. Pe3ymbTaThl Tepanmuu OBLIM OLICHEHBI
y 566 nepBUYHBIX OOJbHBIX C TMCTOJOTMYECKM MOATBEP-
xneHHbiM B POHLI nuartHozom JIX, jiedeHHBIX TTO TTPOTO-
kojiam POHII ¢ utonst 1975 1. mo Hos10pb 2005 1. 1 mpociie-
KEHHBIX TI0CJIe OKOHYaHWs JieueHWs] He MeHee 4 Mec.
MyxuuH 66110 224 (39,5%), xeniun 342 (60,5%), menu-
aHa Bospacrta 27 jet (14—61 ronm). boabubix ¢ 1 cragueit
ob110 50 (8,7%), co Il — 341(59,6%), ¢ 111 — 113 (19,7%),
¢ IV — 62 (12%), cuMnToMbl MHTOKCUKALIMM MMEJIUCHh
y 163 (28,8%) G6onbHBIX 1 oTcyTcTBOBanu y 403 (71,2%).
MenuaHa rpocjiexXXeHHOCTU cocTaBuiia 58 Mec (5 mec — 25 ieT).
Host 6oabubix ¢ I v 11 cragusamu ¢ 1979 o 1985 r. mpoBo-
IUJIACh paHIOMM3ALMSI MEXIY paauKalbHOM JIy4eBOM Te-
pamnueil, ToJbKO nojauxumuorepanueir mo cxeme CVPP

HaKoO IJIs1 MPaKTUKYIOIIMX Bpayeil He-

00XOMMOCTh CTPOTrOro CoOJI0IEeHUS # JKus
pexkuMa TMpOoBeIeHUs JIEYeOHBIX TTPO- . - - - - - - -
rpaMM ITO-TIpeKHeMY TpeOyeT I0IoJI- 00 | N
90 | -y baaronpuaTHbi
HUTEJbHBIX KIMHUYECKHUX OOKa3a- N
A 30 | Heo6naronpusiTHbIM MpOrHo3
TEJIbCTB. HPOTHO3
B POHII 6bu1a nocrasiieHa 3a1a- X 70} e e
Yya OICHUTh, KaK Ha eHre peXnMa = TpomexyTourEIit
11 s pym p 5 60 MPOTHO3

JIeYeHUsI TTOBJIMSLIO Ha HETTOCPEICTBeH- S sol
HbIe M OTHAJICHHBIC PE3YJIBTAaThI Jicue- 2 m

= !
Hust. KoMIulekcHast OlLleHKa 10 Mate- S

g 30F
puanam POHLI cTana Bo3aMOXHa B CBsI- 2
34 C TeM, YTo ¢ cepeauubl 1970-x L. 20 ¢
B POHII neyenue aGCoOMIOTHOTO 10 |
OosibIMHCTBA 60JbHBIX JIX ocyniecT-
BJIsIeTCS MO npoTokonam. [lpu stom 0 60 120 180 240 300
COOJIIOIAETCS IIPEEMCTBEHHOCTD TIPO- Bpems, mec

TOKOJIOB, U KaXJAbI CIENYIOLINNA
MPOTOKOJ 0a3upyercsi Ha JTaHHBIX
MPEABIAYLINX UCCIEIOBAHUM.

Puc. 1. O6was svixncusaemocmo 60avHbix JIX 6 pazauunbix npoeHOCMU4ECKUX 2pynnax,
8bloeneHHbIX 6 coomeemcemauu ¢ kpumepusmu GHSG, neuernue komopwix

nposodunocw be3 napyuienus pexcuma (n=236; p=0,2)
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U KOMOWHUPOBAHHBIM XUMUOJYYEBBIM JIEUCHUEM.
[Mpu KOMOMHUPOBAHHOM JIEUEHUU UCIIOJIb30BaIach cxema
CVPP, y OoNbHBIX C OJarompusITHBIM (IO KPUTEPUSIM
EORTC) nporHo3oM mpoBOAUIOCH 00Iy4YeHUE 30H UCXO -
HOTO MOpaXeHusl, a y 00JIbHBIX C HEOJATOMPUSTHBIM MPO-
THO30M — O0JIyueHHe BceX JUM@aTUUYECKUX KOIEKTOPOB
Bblllle quadparMbel = objiyyeHUe 3a0pIOMIMHHBIX JUMda-
TUYECKUX KOJIJIEKTOPOB (Bcero 278 Gosabubix). C 1986 mo
1998 r. 6onbHBIE TIOCTENHEN TPYIMBI MPOMOTIKAIN TTOTY-
yaTh KOMOMHUPOBAHHOE XMMMOJy4yeBOe JieueHrue ¢ o0my-
YEHUEM TOJIbKO 30H MCXOAHOTO nmopaxeHus (72 00JIbHBIX).
B 311 roasl 6onbHbIM ¢ III 1 IV cragusMu npoBoauaach
XUMUOTEepanus npeumyiiecTBeHHo o cxeme CVPP (uium
CVPP/ABV-tubpun, depemoBanue 1mukiaoB CVPP
u ABVD) ¢ no6aBineHuemM o0JiydeH1sT Ha 30Hbl OCTATOUHbBIX
numdbatnueckux y3noB (90 6onbnbix). C 1998 . neuenue
BBIOMPAETCS B COOTBETCTBUU C TPOTHOCTUYECKUMU KPUTE-
pusimu, npemioxkeHHbIMU GHSG. BonabHbIM Garonpusr-
HOI ¥ TIPOMEXYTOYHOI TTPOTHOCTUYECKUX TPYTII JIeUeHUE
npoBoauIoch 4—6 uukiamu ABVD + o0iydyeHune 30H uc-
XOIHOTO mopaxeHus (59 60IbHBIX), a B HEOIATOMPUSITHOMN
rpynne — o nporpamme BEACOPP (unu BEACODP) +
00JlyyeHMe OCTaTOUYHBIX JTUMGbATUUYECKUX Y3JI0B U 30H MC-
XOJHO 00JIbIINX MaccuBOB (73 6oabHBIX). OO1Iast 1 0e3pe-
uunuBHas 10-JIeTHSISI BBDKMBAeMOCTh B TPYIIE B IIEJIOM
(566 60ybHBIX) cocTaBwia 73 U 66% COOTBETCTBEHHO
(puc. 2). ITocae 10 net HabmomeHust peunnusl JIX kpaii-
He pedKM, U rmocje 15 JeT B 3Toil TpyIne He KOHCTaTUPO-
BaHO HU OJHOW CMEpPTU OT MpOorpeccupoBaHus 3abosieBa-
HUSI, a 0011ast BBIKUBAEMOCTb CHIKAETCsI B CBSI3U CO CMeEp-
ThlIO OOJIBHBIX OT BTOPBIX OMYXOJIEil, CepleuyHO-COCyIU-
CTBIX U APYTUX 3a00JIeBAaHUN.

Jleuenne Tonpko B POHII mposemeno 291 (51%)
6oabHOMY, yacTuyHO B POHII, a yacTM4yHO mo MecTy KU-
TeabcTBa — 248 (43,8%) GOMBHBIM, B COOTBETCTBUU C PEKO-
MmeHaauussmu POHILI monHocThio Mo MecTy XUTEIbCTBa
C KOHTpoJIEM U nocieaywomuM HaomogaeHuem B POHLL 24
(5,2%) G6onpHBIM. 1733 HUKIIA MOJUXUMUOTEPAIIUN IIPOBE-
nerHo B POHIIL u 1234 — mo MecTy XuteiabcTBa. JlyueByio
tepanuio B POHIL monyunnu 394 GonbHBIX, 24 GOJbHBIM
MPOBEJIY JIYUYEBYIO TEPANUIO M0 MECTY XKUTEJIbCTBA.

JleueHue 6e3 HapylIeHUSI MPOTPAMMBI, T.€. ¢ COOJIIO-
NeHWEeM 3aIIaHUPOBAHHBIX PA30BBIX M CYyMMAapHBIX 103,

WHTEPBAJOB B JIEYCHUN, KOJIMYECTBA IUKIOB U 0OBeMa
JIy4eBOil Tepamuu IpoBeneHo y 163 (28,8%) OOJbHBIX.
HesnauntenpHoe HapylieHue (YIIUHEHHE IPOTPaMMBI
JieyeHust MeHee yeM Ha 4 Hen) 6buto y 183 (32,3%) 60Jb-
HBIX. DTO HapylleHUe, KaK MpaBuo, CKJIaablBaloCh U3
2—5 ngHeW omo3maHWi B KaXIOM HWHTEpBajlie B CBI3U
C BOCKPECHBIMM W TIPa3THUYHBIMU THSIMH WU KPATKO-
BpeMEHHOM JICUKOTICHUEI U B CyMMe He TIPEBBIIIAIO0 4 HElT
3a BCIo nporpaMmmy sedenus. Ongnako y 220 (38,8%) nawu-
€HTOB HapyllIeHUs MPOorpaMMBbl JIeYeHHUs ObIIM BeCchMa Cy-
LIECTBEHHBI: YIJIMHEHNUE TTPOrpaMMbl OoJjiee YeM Ha 4 Hel,
COKpalleHre oobeMa XxuMmrorepanuu Ha 1/3 u 6osiee 1 OT-
MeHa JIy4eBO#l Tepanuu B 3aTJIaHUPOBAHHOM KOMOWHUPO-
BaHHOM JICUCHUH.

Hawubonee penko mporpamma JiedeHUsI Hapyllajaach
y OOJIbHBIX 0JIAaTOMPUSITHON MPOTHOCTUYECKOM TPYIIbl —
6,6% cylIeCTBEHHBIX HapyIIeHW M OJAMHAKOBO YacTo
y GOJIbHBIX TTPOMEXKYTOUYHOU 1 HEeOIarOMpHUsTHON TTPOTHO-
ctuueckux rpynmn — 21 u 28% coorBercTBeHHO. [1py aHa-
JIM3e TIPUYUH HapyIIeHUs IIPOTrpaMMBbl 0Ka3ajlocCh, 4YTO XO-
s neirikonenus II—IIl crenmenu ObLla KOHCTaTUpOBaHA
y 46% OOJbHBIX, OHA MOCIYXWIa MPUYMHON YIIMHEHUS
UHTEepBaJIOB JUIb y 18% OGonbHbIX, B 7,7% cilydaeB Mpu-
YUHOU TpeKpalleHNs JeUeHUsT WM YBEIUIeHWST MHTepBa-
JIOB SBUJICA OTKa3 OoyibHOro, B 4,2% — wuHdexkuus,
B 2,6% — mporpeccupoBanue 3abojeBaHus. Camoii pac-
MMPOCTPAaHEHHOW NPMYMHON HaApyIIeHUs TPOTPaMMBbI
(44%) Obuta opraHu3allMOHHAs: OTCYTCTBHUE MpernapaToB,
OTCYTCTBME MECT B CTallMOHApe WJIM HEOoIpaBAaHHO JIU-
TeJbHOE oOcienoBaHue. Hanbosee 4eTko jieueHue ocylie-
CTBJISIIIOCH, €CJIU BCsl porpamMma nposojauiiock B POHLL —
HapyILIeHUSs, MPEUMYIIECTBEHHO HECYIIECTBEHHBIC, OTME-
yeHbl Julnb y 28,6% GonbHbIX. Eciu jedeHue MpoBOAM-
snoch npeumyiiectseHHo B POHIL u nuiib yacth KypcoB
XUMUOTEPANUU IO MECTY XMTEJIbCTBA, HapyllIeHUE MPO-
rpaMmMmbl  3adukcupoBaHo B 40,4% caydaeB, a eciu
B POHILI npoBoauiuch auib odcienoBaHue, BHIOOP Mpo-
rpaMMBbI M HavaJIo JICUeHHUs, a OCHOBHAs YacTh Kypca Ipo-
BOIMJIACH IO MECTY XKMTEJIbCTBA, TO MporpaMma Hapylia-
nach y 63,5% GonbHBIX. DTO CBUAETEIbCTBYET O TOM, YTO
BpauM oOIlleil CeTU He BITOJIHE NMTOHMMAIOT, HACKOJIbKO 3a-
BUCHUT 3P (HEKTUBHOCTH TePAITUU OT CTPOTOTO COOTIONEHMST
BCEX KOMITOHEHTOB TTPOTPAMMBI JICISHMUSI.
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Puc. 3. O6was (a) u bespeyudusnas (6) biocusaemocnms 601bHbIX
8 3a6UCUMOCIU 0M YOAUHEHUs 00H020 U Dofee UHMEPEAnos @ AeueHuu ceviue 6 Hed (n=566).
1 — yoaunenus unmepeanog He 6vin0, 2 — yeeauteHue 00H020 U bonee UHMepsanos 0o 6 Hed

OO011ee yBeJIMYCHNE BPEMEHH BBITTOJHEHUS ITpOrpaM-
MBI JieueHuss Ha 4 Hen U MeHee oTMmeueHo y 183 (32,3%)
O6osbHBIX, a y 220 (38,8%) GONbHBIX YBEJIMYECHUE CPOKOB
TpoBeIeHUS JieueHus mpeBbiciiio 4 Hen. [1pu olleHKe BbI-
KUBAEMOCTU OOJIbHBIX B 3aBUCUMOCTHU OT yBEJIWYEHUS 00-
LIei ITUTETbHOCTU BBITIOJTHEHUS TIPOTPaMMbl CTaTUCTHYC-
CKM 3HauMMOTO pas3jiuuus MeXAy TpylmnamMud B oOIlIeit
U 0e3pellMIAUBHON BbBIXKMBAEMOCTU BbISIBJIEHO HE OBLIO
(p=0,3). OnHaKO 3TO MOJIOXEHUE CIIPABEIIMBO TOJbKO ISt
OGOJIBHBIX, Y KOTOPBIX JUIUTEILHOCTh WHTEPBAJIOB MEXIY
LMKJIAMY U [IepeJl JIydeBOii Tepamueii He IpeBhiiiana 6 Hejl.

Ipu yBemueHnM XOTs ObI OMHOIO MHTEpPBaja 10 6 Hell
u OoJiee BBISIBJCHO CTaTMCTUYECKM 3HAUMMOE CHUXKEHUE
Kak oOuieit, Tak M 0e3peuuaAUBHON BbIXKMBAEMOCTU —
p=0,03 u p=0,006 cooTBeTCTBEHHO (pUC. 3), HO PATUINI
B 0€CCOOBITUITHON 1 CBOOOJHOU OT Heynay JieueHUs BbIXKU-
BaeMoOCTH He BhIsiBIIeHO (p=0,5).

DTO 03HAvaeT, YTO OOJIBIINE TEPEPBIBHI B IEYCHUN HE
CHIXAIOT YaCTOTY JOCTHKEHUS TTOJTHOM PEMUCCUM, HO YBe-
JIMYUBAIOT YaCTOTY pelUUAuBOB. TakuM oOpa3oM, KpUTHUE-
CKUM JUII CHUXeHUsI 9 (MEeKTUBHOCTH JICUCHUS STBIISIETCST

yIUIMHEHUE XOTsl Obl OMHOTO MHTEepBaya A0 6 Hex u OoJee.
Oto Te camble 40 OHel, Ha KOTOpbIe YKa3bIBaeT MOJEJ]b
(GopMUpPOBAHUS PE3UCTEHTHOrO OITyXOJEBOTO KJOHA
A. Coldman u J. Goldie [9].

[MoIMXMMUOTEPAIINIO B CAMOCTOSITEJILHOM DPEXMIME
WK B COYETAHUM C JIy4eBOM Teparnueit moayduin 490 60Jb-
HbIX. [TOMHBIA 3aIlUIaHUPOBAHHBIA 00BEM XMMUOTEpPAIIUU
noayuariu 388 (79,6%) 60abHbIX, Y 70 (14%) GOABHBIX CyM-
MapHas 103a XUMHOTepaInuy Oblla CHUKEHA MEHee 4eM Ha
30%, ay 32 (6,2%) 60abHBIX — Gosiee ueM Ha 30%.

BrikKuBaeMoCTb, CBOOOAHAS OT Heydad JIEYEHUS,
1 0eccOObITUIHAS BBKMBAEMOCTb OKA3aJIMCh CTATUCTHYE-
CKU 3HAYMMO XYX€ B IpYIINe GOJbHBIX, Y KOTOPBIX CyMMap-
Hasi KypcoBasi 103a XMMHUOIIPENapaToB Oblia CHMXXEHa Ha
30% wu GoJjice OT 3amIaHUpPOBaHHOI (puc. 4).

BnusiHue yMmMeHbIICHMSI 103 XUMHUOIIpEapaToB Ha
BBIKMBAaEMOCTh, CBOOOIHYIO OT Heyaad JiedeHusl, U 6ecco-
OBITUIIHYIO BEIXKMBAEMOCTh OCTA€TCS TAKUM Ke U /15T 00JIb-
HBIX, Y KOTOPBIX pellleHre O COKpaILleHUU 00beMa XUMUO-
Tepanuu MPUHUMAIOCh IOCAe MOCTUXKEHHUs TOJHOM pe-
muccuu (puc. 5).
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Puc. 4. beccobvimuiinas (a) u c60600nas om Heyoau neuenus (0) 8bIaHcUBAEMOCHb OONbHBIX
6 3a8ucuMocmu om Kypcoeoii 003vl xumuonpenapamos (n=490).
1 — noanas Kypcosas dosa, 2 — kypcosas doza chuxcena na 30% u 6onee
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Puc. 5. 3asucumocms beccobbimuiinoii (a) u c60600Hol om Heyday reverus (0) evlicusaemocmu OONbHLIX,
docmuewux noaHOU pemuccuu, om Kypcosoil 003l Xumuonpenapamos (n=432).
1 — noanas kypcosas dosa, 2 — kypcosas doza chudxncerna na 30% u boaee

AHaJlornyHoe BiusiHUE Ha 3((EKTUBHOCTD JICUSHUST
OKa3bIBaeT ¥ yMEHBIIEHWE YUCa 3allJIaHMPOBAHHBIX ITUK-
JIOB noymxumuorepanuu. Ha puc. 6 npeacrabieHa 6ecco-
ObITHITHAS W CBOOOAHAs OT Heygay JieYeHUs BBIKUBac-
MOCTh B 3aBUCHMMOCTHU OT YMEHBIIECHUS YMCJia IUKJIOB Ha 1
uian 2 y GOJbHBIX, JOCTUTIIMX ITOJTHON PEMMUCCUHM [0 IIPU-
HSTHS PELICHUSI O COKPAIICHUH YK CJia [IUKIOB MOJUXUMU-
otepanuu. TakuM oGpa3oM, Aaxe MPU paHHEM JOCTHKE-
HUU TTOJTHOW PEMUCCUM HEOOXOIMMO JaBaTh MOJHYIO Kyp-
COBYIO JI03Y XMMHUOIIPEIapaToB, TakK KaK OBICTPOE TOCTHKE -
HUE TIOJTHOM peMHCCHU TIpU CyliecTBywomux B Poccum
CTaHOAPTaX €€ KOHCTATALlMU HE MOXET O0eCIEeUYMTh YIIyd-
LICHMS OTAAJICHHBIX PE3yJIbTaTOB JICYCHHSI.

WHbIMU clTOBaMM, B OTJIMYME OT YIJIMHEHMSI UHTEp-
BaJIOB, II¢ KJTIOUEBBIM SIBJISIETCSI XOTSI ObI OTHOKPATHOE Y-
JIMHEHWE MHTepBaja Ha 4 Held, IS YMEHBIICHMST OOIIei
KYPCOBOI H03bI XMMUOTEPAIIMY HEBAXHO, KAKUM 00pa3oM
[IPOUCXOAUT 3TO YMEHbIIEHUE — MOHEMHOIY Ha KaxKIOM
LIMKJIe WIN cpasy B KOHIIE JeueHMsI. JIoCTUKEHUE TTOJHOMI
pPEMUCCUU TTepei OTMEHOM MOCIeIHNX [IMKJIOB XUMUOTepa-
MUY HE YMEHBIIAeT PUCKA PELIMAUBOB.

KomOuHupoBaHHasi Tepanusi Obljla 3aIljlaHMpOBaHa
354 6onbHbIM. [lonHbIA 00beM JieueHUs] Moaydyuau 325
00JIbHBIX, Y 29 00JIbHBIX JIyueBasi Tepaliusl He MPOBOIUIACH
(y 11 B cBsI3U ¢ mporpeccupoBaHueM, y 18 0obHbIX Oblia
MOCTUTHYTA TIOJTHASI PEMUCCHUSI TIOC)Ie TTOTMXUMUOTEPaITiu
1 10 pelIeHUs BOIIpoca 00 OTKa3e OT JiyueBoit Tepanuu). 11
OOJIbHBIX, Y KOTOPBIX JiyueBas Tepanus He IMPOBOAMJIACH
B CBSI3M C IPOTPECCUPOBAHUEM, M3 JaJbHEHIIEH OLIEHKU
HCKIo4YeHbI. [TotHast peMuccust 10 JTy4eBOM Teparuu Oblia
nocturdyta y 113 6osbHbIX (95 0OJIBHBIX, KOTOPBIM BIOC-
JIlefACcTBUU ObUTAa TIpOBeleHa JydeBast Tepanusi, U 18 6oJib-
HBIX, KOTOPBIM JIydeBasi Teparusi He TIPOBOINIIACS).

YacTtoTa peuuIUBOB Obla CTATUCTUYECKU 3HAUMMO
Bolie (34 npotus 15%; p=0,04) B rpymie G0JbHbBIX, TOCTUT-
WX TTOJTHOM peMUCCHU Ha MOJUXUMHUOTEPari, HO KOTO-
pBIM JIydeBasl Teparusi He TMPOBOAWIIACH, MO CPaBHEHUIO
C TPYIIION OOTBHBIX, KOTOPBIM JIydeBast Teparus Obljia mpo-
BellcHa B COOTBETCTBUM C TIJIaHOM JiedeHUsl. Kak o611ast, Tak
u Ge3pelarBHAs BBIKMBAEMOCTb OKa3ajlach CTaTUCTHUYE-
CKM 3HAYMMO JIyyllle B IpyTIie O0JbHbBIX, MOJYyYMBIIMX JIyye-
BYIO TepaIliio B COOTBETCTBUU C TIJIAaHOM JiedeHUs (puc. 7).
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Puc. 6. 3asucumocms 6eccodbimuiinoii (a) u c60600Hol om Heyday nevenus (6) evlicusaemocmu O0NbHbIX,
docmueuux noAHOI pemMuccuu, Om COKpaujeHus Hucaa yukaoe noauxumuomepanuu (n=432).
1 — ymeHbuwenus yucaa Yuka08 He 0bi10, 2 — ymenvuienue Ha 1 yuka, 3 — ymeHvueHue Ha 2 yukaa u bosee
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Puc. 7. 3asucumocms obuweii (a) u bespeyudusroii (6) eviicusaemocmu 60AbHbIX, 00CMULULUX NOAHOU PeMUCCUU
nocae xumuomepanuu, om npogederus 3aniaHupo8anHoll ayue6oii mepanuu (n=113).
1 — nyuesas mepanus nposedena, 2 — ay4esas mepanus He NPOBOOUAACH

be3 cymiecTBeHHBIX HapylIeHUI TPOrpaMMBbl Jieue-
HUe ObUTO mpoBenaeHo Y 433 (76,5%) GonbHBIX, a CYIIECT-
BEHHbIE HapyIIeHUs TIPU MPOBEISHUY JieUeHUsI KOHCTaTH -
poBaHbl y 133 (23,4%) GonbHBIX. HapylieHUs pexkuma CHU-
3unu 10-JeTHIOI0 BBIKMBAEMOCTb, CBOOOIHYIO OT Heymay
neyeHust, Ha 25%, a oOuyio BboKMBaeMocTb — Ha 30%
(puc. 8).

[ToaBoas UTOTU, CTOUT OTMETUTh, YTO COBPEMEHHbIE
nporpammbl Tepanuu JIX sBasOTCS BbICOKOI(DdEKTUB-
HBIMU JINIITb B TOM cliydae, KOTrJa CTPOTO COOJIIONAroTCs
00bEM Tepaluu, PeXUM ee TIPOBEICHUS U KypCOBBIEC TO3bI
xumuonpemnapatoB. CienyeT oOpaTuTh 0cob60e BHUMaHUE
Ha TOT (aKT, YTO Te OOJbHBIC, Y KOTOPHIX B pe3yJibTaTe Ha-
pYLIEHUS peXuma JIeUeHUs] BOSHUKIU PELUUAUBBI, MOJY-
Yajy B CBSI3U C 3TUM CTAHAAPTHYIO TepaItuio 2-ii JUHUH,
OIHAKO, KaK BUIHO Ha pHC. 8, MOBTOpHAs Teparus Majo
U3MeHUJIa UX cyab0y. Takum oOpa3oM, ecli B pe3yiabTaTe
HeOOOCHOBAHHOTO HapYIIEHUS IPOTrpaMMBbl JICUYCHUS
chopMupoBaics PE3UCTEHTHBIM KJIOH, TO JajibHeiias
Tepanus Mo CTaHAAPTHBIM MporpaMMamM 2-il TMHUM Majlo-
ycrenrHa.

JIX gBnsieTcsl BBICOKOKYpaOeIbHBIM 3a00JeBaHUEM
Y MpU3HAHA MOTEHIMAJIbHO U3JIEYUMON Y TIOJABIISIIONIETO
GoJIBIIMHCTBA OOJBHBIX. Tak Kak COBpeMEHHbIE MpoTpam-
MBI JIEYEHUS ITOTO 3a00JIeBaHUSI NCITOIB3YIOT KOMOMHMPO-
BaHHYIO XMMUOJIYYEeBYIO TEparuio BO BCEX MPOTHOCTHYE-
CKUX TPYINax ¢ o0JydyeHUEeM MPEUMYIIECTBEHHO 30H UC-
XOIHOTO TIOpaXKeHUs, TPeOOBaHUSI KaK K YCTAaHOBJICHUIO
NMarHO3a M PAacIpPOCTPAHEHHOCTU 3abosieBaHMs, TakK
U K TIOATBEPKICHUIO TTOJIHOTHI PEMUCCUU OYeHb BBICOKHE.
OnHako cTaHmapTHOE sl coBpeMeHHOol Poccun oGeeno-
BaHWE OPTaHOB TPYIHON KJIETKU Y ITUX OOJBHBIX (TIpsiMast
1 OOKOBasi PEHTTeHOTPaMMBbl) B psijie CIyyaeB He JaeT J10C-
TaTOYHOU MHGpopMaLmu. BmecTe ¢ TeM ajeko He BO Bcex
KJIMHUKAX CYIIECTBYET MOHMMaHUE HEOOXOIMMOCTH UC-
ITOJTb30BaTh JOMOTHUTEIbHBIE METOIBI TMAaTHOCTUKHM, TT03-
BOJISTIONIME YTOYHUTH PACIPOCTPAaHEHHOCTh 3a00JIeBaHUS
U TIOATBEPIUTH TOJHOTY pemuccuu. [loaTomy aHanms wH-
dbopmaTrBHOCTH (DaKyTBTATUBHBIX METOIOB JAMATHOCTUKU
MPEICTABISICTCS 11eJecO00pa3HbIM C 1eJIbI0 ONpeieIeHUs
IpYIIbl GOJBHBIX, A KOTOPBIX TOTIOJHUTENIbHOE 00cie-
IIOBaHUE SIBJISIETCST 00s13aTEIBHBIM.
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Puc. 8. O6was svicusaemocms (a) u vizcusaemocms, c60000Has om Heyday nevenus (6),
6 3a6UCUMOCIU OM HAAUMUSL CYUCCIMBEHHBIX HAPYUEHUL NPO2PAMMBbL AeveHus (n=560).
1 — 6e3 3HauumMo20 Hapyuienus NPOSPAMMbl, 2 — €O 3HAUUMbIM HAPYUIEHUEM NPOSPAMMbL
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Puc. 9. Bowicusaemocms, c60600Has om Heyoay nevenus,
Y 60abHbIx JIX ¢ ocmamourbiMu MeOuacmuHarbHbIMU
aumepamuueckumu yznamu u ompuyamenviviv (1)
UAU NOA0JICUMENbHBIM (2) pe3yabmamom cuunmuepaguu
¢ “Ga-uyumpamom nocae newenus (n=112)

Haubonpiiuii pucK AMarHOCTUYECKOM OMOKHM KakK
0 HavaJsia JieYeHUsl, TaK M TOCJIe ero OKOHYaHUST UMeJICs
y OOJIBHBIX C «HOPMAaJIbHO», MO JaHHBIM CTaHIAPTHOTO
PEHTIEHOJOTUYECKOTO MCCACAOBaHMSI, TEHBIO CpPEIOCTe-
Hus. CoBnajeHUe MTaHHBIX CTAHIAPTHOTO PEHTTEHOJIOTH-
YeCKOro McclieIoBaHUs M KOMIIbIOTEpHON ToMorpaduu
(KT) y 60abHBIX ¢ HOpMaJIbHBIMU pa3MepamMu U KOHDUry-
panueil CpeAMHHOW TEeHM, IO NaHHBIM CTaHIApPTHOTO
PEHTTeHOJIOTUYECKOTO HCCIIeOBaHUSI, OTMEUEeHO JIUIIb
y 30,4% GonbHbIX, a'y 69,6% 60abHbIX KT BhIsIBUIA YBEIU-
YeHHbIe JuMdaTudeckue y3Jibl B cpenocteHuu. [lpuyem
eclIM MCCefoBaHWe TMPOBOAMIOCH N0 Hayajaa JieueHMUs,
TO TIPU HOPMaJIbHBIX pa3Mepax CPEAMHHON TeHU Ha CTaH-
NapTHBIX PEHTTeHOrpamMMax IopaxkeHue JTUMbaTHIecKuX
y3110B cpenoctenus, mo naHHbeiM KT, BoisgBiaeHo y 53,6%
nmanueHToB. Ecim ucciemoBaHUWEe TPOBOAMIOCH TIOCHE
okoHuaHus tepanuu, KTy 77,8% 601bHBIX BbISIBUJIA OCTa-
TOYHbBIC JTUM®baTUYECKUE Y3JIbl, HE OMNpeaesBIIMecs Mpu
CcTaHAapTHOU peHTreHorpaduu. Takum obpa3om, 10 Hava-
na sieyeHust KT moikHa MCMoOb30BaThCs Y BCeX OOIBHBIX
C «<HOPMAaJIbHOW», TI0 JAaHHBIM CTAaHIAPTHOTO PEHTTEHOJIO-
TUYECKOTO MCCIIeNOBaHUS, TeHbIO cpemocTeHus. [locie
OKOHYAHUS JIUCHUS 3TO MCCIeIOBaHUE MOJDKHO OBITh
00513aTeJIbHBIM JJ151 BCEX OOJBHBIX, Y KOTOPBIX, MO JaHHBIM
CTaHAAPTHOTO PEHTIEHOJOTMYECKOTO UCCleOBaHus opra-
HOB TPYIHOUW KJIETKM, KOHCTATUPOBAaHA TOJHAS WJIM He-
yBepeHHas TI0JIHAsT PEMUCCHSI.

Cuunturpacdus ¢ “Ga-uuTpatoM HMeeT O00JibIIoe
3HAYEHME Ha BCEX 3TallaX AMarHOCTUKU U JICUEHUSI, HO 0CO-
OCHHO BeJIMKa €€ POJib IMOCJIe OKOHYAHUS JICUCHUS, 0CO-
0eHHO y OOJIbHBIX C MAaCCUBHBIM TMOPAXEHUEM CPEIOCTe-
HUsl. Y 9THUX OOJIbHBIX UMEETCSI BbIpaXKeHHbBIN (PUOPO3HBIN
KOMITOHEHT, KOTOPBIU IJTUTEIbHOE BPEMsI OCTaeTCs U MOC-
Jie OKOHYAHUSI JICYSHUS], CUMYJTUPYSI OTCYTCTBUE TOJTHOM
PEMUCCUN.

[Tpu ucnonp3zoBanuu cumHTUTpaduu ¢ “Ga-nurpa-
TOM TOCJIe OKOHYAHUSI JICUSHUS] YYBCTBUTEJIbHOCTh METO1a
(T.e. BO3MOXHOCTb TPaBWJIBHO OMNpPEACIUTh Haauuue 00-
JIe3HU, KOTJa Pe3yJbTaT UCCIIEN0BAHUS MOJIOXHUTEIEH) CO-
craBuiia 33%, HO crneuUMPUUHOCTH (BO3MOXHOCTH TIpa-
BWJIBLHO OINPEIETUTh OTCYTCTBHME OOJIE3HU, KOT/Ia Pe3yJIbTa-
ThI UCCJIEIOBAHUS OTpULIaTeIbHbI) — 84,9%. BenuunHa ot-
pUIIATEBHOTO MpeacKa3aHMs (KaK 4acTo TECT OKa3bIBaeTCs
MPaBUWIbHBIM, €CJIM OH OTpullaTeseH) maocTturia 95,7%,
a TIOJIOXKUTEJIBHOTO (KaK YaCcTO TECT OKa3bIBACTCS MPaBUIIb-
HBIM, €CJIM OH IOJIOXKUTENEeH) — Julb 11%. O0was To4-
HOCTh MeToja (MpOMopUUs TPaBUIbHBIX PE3yJIbTAaTOB
B rpymme B ueinoM) cocraBwia 82,1%. Takum oGpasoMm,
cuuHTUrpadusa ¢ “Ga-uuTpaTom SIBISIETCS BHICOKOUYBCT-
BUTEJIbHBIM METOAOM ISl TOATBEPKACHUS MOJHON peMuc-
CHUM: OTCYTCTBUE MPOSIBICHUI 32001 BaHMST OBLIO TTONTBEP-
KIeHO APYTUMM TUAarHOCTUYeCKUMU Meromamu y 95,7%
6onbHBIX. LlemecooOpa3HOCTh MPUMEHEHUST CIIMHTUTpPA-
dum ¢ “Ga-uutpaTomM ObUTa TOATBEpKACHA TPU OIECHKE
BBIKMBAaeMOCTHU, CBOOOMHOI OT Heyaay JieueHHUs, KoTopas
oKazajach CTaTUCTUYECKHU 3HaYMMO Bbile (p=0,04) B rpyr-
e GOJILHBIX C OCTAaTOYHBIMM OTTYXOJIEBBIMU MacCaMHU B Cpe-
MOCTEHUW W OTPUIIATEIbHBIMU pe3yIbTaTaMU CLIIMHTUTPA-
uu ¢ “Ga-uurpaTom mociie OKOHYaHUS JedeHus (puc. 9).

TakuM 00pa3oM, OTCYTCTBME HAKOIUICHUS M30TOTa
B OCTaTOYHBIX JUM(pATUUYECKUX y3JaxX MOATBEPXKIAET IMOJI-
HYIO PEMUCCHIO, a TIOJIOXUTEJbHbIE PE3YJbTaThl CLIUHTU-
rpadum TpeOYIOT MaJbHEWIIETO YTOYHEHUsS COCTOSIHUS
JTUM@aTUYECKUX Y3TI0B.

IMonyuyeHHBIe pe3yJabTaThl MMOKAa3bIBAIOT, YTO IIPO-
rpaMMbl Tepanuu JIX TOCIeTHUX TOKOJEHUM XOpOIIo
cOajlaHCUPOBaHBI U UBMEHEHUS UX KaK B CTOPOHY YMEHb-
LIEeHUSI, TaK U B CTOPOHY YBEJIUUEHUSI TOJKHBI UMETh MO
c000if XOPOIIYIO TEOPETUUECKYIO M TMarHOCTUYECKYIo Oa-
3y, a TakKXKe BeckKoe obocHoBaHue. [IpoBeneHHBIN aHAIN3
MIPOIEeMOHCTPUPOBAJ, YTO aJicKBaTHAasI IMarHOCTUKA U Te-
pamnus B MOJTHOM 00BbEME COOTBETCTBEHHO IMPOTHOCTUYE-
CKOI1 TpyIINe U CO CTPOrUM COOJIIOAEHUEM pexkuma jede-
HUSI TTO3BOJISIIOT MOBBICUTH 3(P(PEKTUBHOCTHL COBPEMEH-
HOI KOMOMHMpOBaHHOU Tepanuu JIX 06e3 T1ONMOJHUTENb-
HBIX 3aTpar.
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AUCKYCCUOHHLIE BONMPOCHI NPUMEHEHUA
JPUTPONO3THUHOB B NIEYEHUU AHEMMHU
Y NALUEHTOB C ONYXONEBbLIMU 3ABOJIEBAHUAMMU

B.B. IITymkun

Dedepanvhblii HAYHHbLI KAUHUMECKUL UeHmp 0emcKoll eemamonocuu, onKoaoeuu u ummyHnoaoeuu Poczdopasa, Mockea

Karouesnte caosa: ONnyxonb, AHemus, S3pumpons3muH, 6bloCUEAEMOCHIb, mp0M603bl

AHeMmMsI XapaKTepHa JJIsI OHKOJIOIMYEeCKMX OOJIbHBIX,
U ee BBIPaXEHHOCTh 3aBUCUT OT XapakTepa M pacrpocTpa-
HEHHOCTM OITyX0JIEBOTO Mpoliecca, MPOBOAMMOI Tepanuu,
BO3pacTa nauueHTa u aApyrux dakropos. [1o naHHBIM, MOy~
YEeHHBIM B pe3yJibTaTe MoJyrogoBoro HabmomeHus 15 000
OONMBHBIX C PA3TMYHBIMU HOBOOOpa3oBaHusSMU B EBporie
B 2001 r., aHemus (ypoBeHb remoriaoouHa Huxke 120 r/m) oc-
JIOXHSsIIa TeueHue 3aboneBanus y 39% mauueHTos [1]. D10
OCJIO)KHEHME BCTPEUaoch Kak y OOJIbHBIX ¢ reMo01acTo3a-
mu (53%), Tak ¥ y TAIIUEHTOB C COJTWIHBIMU HEOTTa3UsIMU
(36%). Tlpu sTOM aHeMmusl BO3HMKaia y 63% mNallMeHTOB,
noJsty4yaBInux xumuoreparnuto (75% rmocie pexXnuMoB, Coaep-
JKAIMX MpernapaThl IUIATUHBL, U 54% nocie npounx). Juinb
40% 60NbHBIX ¢ aHEeMMEH, BBISIBICHHON MCXOAHO WIM Ha
MPOTSKEHUM XUMMUO/PaauoTepanuu, MoJyJdaid JiedeHue,
HaIpaBJIieHHOE Ha TOBbIILIEHUE YPOBHS reMoriodrnHa. B to
JKe BpeMsI MOCTeNCTBUSI aHEMUM MOTYT OBIThH OoJjiee pa3py-
[TUTETBHBIMU, Y€M ITO TIPUHSTO CUNTATD.

AHeMus 3HAYUTEIbHO YXYAIIaeT KaueCTBO KU3HU
0osbHBIX. Bo MHOTMX MccnenoBaHUsIX ObITIO MOKa3aHo, YTO
¢J1a00CTh, IJIOXasi MEPEHOCUMOCTh (DU3UYECKON U YMCT-
BEHHOI Harpy3kKu 3Ha4YMMO BO3pacTalOT TP YMEHbIIEHUN
cozmepxkaHusl TeMorioouHa kposu Hwxke 120 r/m [2—4].
TxaHeBast TMTIOKCUSI, BO3HUKAIOIIAs Y OOJBHBIX C aHEMU3a-
Lueit, MoOXeT CHUXAThb 9P (HeKTUBHOCTb HUTOCTATUUECKOTO
addeKTa MHOTUX aJKUJIMPYIOLIMX MpernapaToB, MPOTUBO-
OITyXOJIEBBIX aHTUOMOTUKOB [5] u obaydyenus [6]. Kpome
TOTr0, TMIOKCUS CITOCOOHA U3MEHSTh OMOJOTUIO OIMYyXOJH.
Knerka, Haxomsmasicsi B COCTOSTHUM KUCJIOPOTHOTO TOJIO-
NMaHWsI, BKIIIOYaeT MEXaHU3MBbI MpucrnocobieHus. B gact-
HOCTHU, 3TO MPOAYKIUS (haKTOpa, MHAYLMPYIOIIETO TUITOK-
curo-anbda (HIF-1lo, HIF-2a, HIF-3a), sBastouierocs
B KOMILIEKce ¢ OeTa-cyObequHULIEN pelenTopa sAepHOTo
tpaHciaokaTopa (ARNT) dakropoM TpaHcKpumiuu psina
TeHOB, B YaCTHOCTH, TeéHa COCYAMCTOTO IHIOTEIUATHLHOTO
dakropa pocra (VEGF) [7]. JlaHHBII LIUTOKUH SIBJISIETCS
OCHOBHBIM TTPOMOTOPOM HEOAHTMOTEHEe3a U CIOCOOCTBYET
pOCTY OIyX0oJu U ee MeTacTaszupoBaHuio [8]. B ycinoBusx
HOPMAaJIbHOTO COIEpXaHUs KUCI0poda B TKaHIX OeJKHU
HIF ObicTpo paspymiatoTcsi U aKTUBallMM aHTHOTeHe3a He
npoucxonut [9]. [mybokass TUMOKCUS TaKXe TMPUBOIUT
K YBEIMYEHUIO YaCTOTHI M3MEHEHUI XPOMOCOM — CIIOH-
TaHHBIX MyTaumii [10]. OgHUM U3 CAEACTBUI TAKOTO TI'M-
MepMyTabeTbHOTO COCTOSIHUSI KJIETKU SIBISIIOTCS TTOJIOMKU
reHa 7p53, UHAYUUPYIOLIETO anoITo3 KJIETOK ¢ UBMEHEH-
HbIM reHoMoM [10]. HapyuieHus paboTsl 3TOro reHa MOTyT
3HAUYUTEJbHO YMEHBIIUTh YYBCTBUTEJIBHOCTH OITYXOJU
K IIUTOCTAaTUKaM U CHeNaTh ee 0oJiee arpecCUBHOM.

B nacrosiiiee Bpemsi 10 KOHLIA He SICHO, KaKoe KJu-
HUYECKOe 3HAaUeHNEe MMEIOT BhIlLeNepeyrcAeHHbIe HaXo/1-

KM, OJHAKO MHOTOYMCIIEHHbIE NaHHBIC CBUICTEILCTBYIOT
0 TOM, UYTO aHEeMHUS SIBJSETCS HE3aBUCUMbBIM OTPUIATEIb-
HBIM (haKTOPOM ITPOTHO3a TSI TTALIMEHTOB KaK C COJIMIHBI-
MM HEOIUIa3WsIMM, TaK U ¢ reMoOyiacro3amu. AHanmus 60
KJIMHUYECKUX MCCJICIOBAHUU TTOKa3aj, YTO HaJIU4Yue aHe-
MW 3HAYMMO COKpAIllaeT MPOIOIKUTETbHOCTD XU3HU OH-
KOJIOTUYECKUX OOJBHBIX MPU COMOCTABUMBIX MPOYUX HE-
OJarornpusTHBIX (pakTOopax pucka. B To Xe BpemMsi CHUXe-
HUE COIePKaHUs TeMOTIIO0MHA COIMMPOBOXKIAETCSI HEPaBHO-
3HAYHBIM YXYAIIEHWEM TPOTHO3a U Pa3JIMYHBIX OIyXO-
seit. Tak, Ipu HAJTMYUKW aHEMUM MeIMaHa eXeTOIHOIO yBe-
JIMYEHUSI CMEPTHOCTH cocTaBisieT 19% nist 60IbHBIX pAKOM
Jerkoro, 65% nist 6onbHbIX TuMdomamu u 75% st 60sb-
HBIX KapLIMHOMAaMM TOJIOBBI U 1ien [11].

Matorexe3 anemum, 00ycnoOBNEHHOM ONYXONbIO

[MaToreHe3 aHEMUU MPU OITYXOJIEBBIX 3a00IeBaHUSIIX
MHOroo6paseH. B KauecTBe OCHOBHBIX €¢ MPUYUH MOTYT
BBICTYNATh KPOBOTEUEHUE, NeDUIIUT BUTAMUHOB U XKeJie-
3a, ayTOMMMYHHBII TeMOJIM3, MeTacTa3upOBaHUE B KOCT-
HBII MO3T, TOKCUYHOCTb LIUTOCTATUKOB U 1p. B TO Xe Bpe-
My 50—70% OGONBHBIX aHEeMUsT pa3BUBaeTCs 6e3 BUIM-
MBIX TIpUYMH. Takasi «HeCIIPOBOIIMPOBAHHAS» aHEMMUS MO-
XKET OIpPENeNsATbCA TUMEPIPOAYKIMEH TTPOBOCHATUTEb-
HBIX LUTOKUHOB (MHTepieiikuubl — WJI-1 u 6, dakTop
Hekpo3a onyxoiu — ®HO u uHTepdepoH-y) Mpu OMyXo-
sneBbIX 3aboseBaHusx [12]. TloBbllieHMe KOHLEHTpaLUu
9THX COEIMHEHMI OOBIYHO HaOII0maeTCs TMPU COCTOSIHU -
SIX, COTIPOBOXIAIOIIMXCS XPOHUYECKUM BOCTAJIEHUEM,
HaIpuMep, NpU PEBMATOUIHOM apTPUTE, U TAaKXKE 4acTo
coyeTaeTcs ¢ aHeMueli. AHeMMs, BO3HMKaloIias IpHu
9TOM, HOCUT Ha3BaHHWE aHEMUHU OITYXOJEBOTO UM XPOHU-
yecKoro 3abojieBaHus.

MexaHU3M pa3BUTHUSI aHEMHMU OITyXOJIeBOTO 3aboiie-
BaHMST OTpeiessieTcsi MHOTOMAaKTOPHBIM BO3IECTBUEM
MMPOBOCITATUTEIBHBIX IMTOKUHOB Ha MPOIYKIIAIO 3PUTPO-
IIUTOB M OOMeH Xeyne3a. HekoTopblie M3 HUX TOPMO3ST
CMHTE3 3PUTPOMOATUHA MOYKAMU M YMEHbIIAIOT JOCTYII-
HOCTb XeJie3a, HAKOIUICHHOTO PEeTUKYJI03HIO0TeINaTbHOI
cuctemoit. B yactnoct, ®HO criocobeH TOpMO3UTH yTH-
JIN3AIUIo Kejie3a W pa3pyliath MeMOpaHy 3pUTPOIIUTOB,
yKOpauuBasl CpOK UX XU3HU. B psge mcciemoBaHmii ObLIO
IMoKa3aHo, YTO CPEAHSSI MPOIOJKUTEIBbHOCTh XU3HU PU-
TPOLIMTOB y MAIlMEHTOB C OIYXOJEBBIMU 3a00JI€BaHUSIMU
cHmxaetcsa B 1,5—2 pasa. Beegenue anturen k ®HO npu-
BOIUT B OKCIIEPUMEHTE K BOCCTAHOBJIEHHUIO HOPMaJTbHOMI
MPOJOJDKUTETLHOCTH XU3HU 3putporutoB [13]. ®HO
CIIOCOOEH TaKKe B3aMMOJICMCTBOBATD C pelleITOPAMU 3P~
TPOMUIHBIX MPEAIIECTBEHHUKOB KOCTHOTO MO3Ta, CII0C00-
CTBYS MX allONTO3Y U YMEHbIIasl MPOAYKIIMIO 3PUTPOLIUTOB
KOCTHBIM MO3rom [14].
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B nocieaHue roabl MHOro BHUMaHUS yAEastoT 2 de-
Kty MJI-6, B 4aCTHOCTH, BBI3BIBAEMOMY MM IIOBBIILIEHUIO
MPOAYKIIMY TeTIUANHA B ITeYeHU. [enIuauH — MoJIumern-
THUII, COAEPKAIIUI 25 aMUHOKHCIOTHBIX OCTaTKOB, SIBJISICT-
Csl OYEHb BaKHBIM KOMITOHEHTOM DPEryJsiiMU OOMeHa Ke-
se3a. OH croco0eH 3HAUUTEbHO CHIUXATh aOCOPOLIMIO XKe-
Jie3a HTePOLMTAMU TOHKOW KUWIIKHU, a TakKXe TOPMO3UTh
BBIXOJl HAKOTUIEHHOTO XeJe3a u3 makpodaros [15]. Teniu-
IIMH CBSI3BIBACTCS ¢ MEMOpaHHBIM OeJKOM (eppornmopTH-
HOM, OCHOBHBIM 3KCMOPTEPOM KeJie3a U3 KJIETKH, U BbI3bI-
BaeT €ro MHTEepHaIM3alMI0 U Jerpanaiyio B LUTOMIa3Me
[16]. Ha3zHaueHue reniuanHa B 9KCIIEPUMEHTe yXe depe3 1 4
BBI3BIBACT CHUXKEHUE COMEepPXKaHUS KeJle3a B IIa3Me BCIIeI -
cTBUE OJIOKAIBI €ro BBIXOJA M3 MaKpoharoB IpH COXpaHe-
HUU €TO YTWJIM3AIUU 3PUTPOUIHBIMUA TPEAIICCTBEHHUKA-
MU KocTHoro Mo3sra [17]. ITocneauuii apdekT MOKET BbI-
3BaTh (PYHKUMOHAJbHBIN AeUIIMT XKeJie3a, Koraa HeCMOT-
psT Ha €Tro BBICOKOE cofepkaHMe B MaKpodarax peTHKyJIo-
SHIOTEJIMATBHON CUCTeMBI OTMEYAETCsT HEIOCTATOK TaHHO-
ro 2JIEMEHTa B IJIa3Me U B KOCTHOM MO3Te.

B psine niccnenoBaHmii GBLIO TTOKA3aHO, YTO YPOBEHbB
LUPKYJIMPYIOIIETO dHAOTEHHOI0 3PUTPOMNOATUHA Y Tallu-
€HTOB C OIyXOJIEBBIMU 3200JIeBAHUSIMU 3HAYUTEJbHO HU-
Xe, 4eM y TIAlIMeHTOB ¢ aHAJOTUYHOI CTEeNeHbIo aHeMM3a-
LMY BCJIEACTBYE HEIOCTaTKA XKeyie3a. DTO SIBIISIETCS] Cephbe3-
HBIM OCHOBaHHWEM IT0JIaraTh, YTO HAPYIIEHHBII OTBET 3pU-
TPOITO3TUHA — 3TO €Ill¢ OAWH BaXHBIN (HaKTOp pa3BUTHUS
U TIOAIepKaHUsI aHEMUH Y MAllMEHTOB C OMYXOJIEBbIMU 3a-
ooneBaHusimu [18]. Bce nepeuunciieHHble HapyLLIEeHUsS MO-
IYyT TIPUBOIMTL K TaK Ha3biBaeMoMy HeddhdeKTuBHOMY
3PUTPOTIOI3Y, KOTJA CYIIECTBYIONINE PETYISITOPHBIE MeXa-
HU3MBI HECITOCOOHBI TTOAAEPKMBATh HOPMAIbHBI YPOBEHD
SPUTPOIIUTOB B KPOBU.

Jleyenne aHemuu y GONbHLIX ¢ ONYXONAMH

HaubGonee pacnpocTpaHeHHBIM METOJAOM KOPPEKLIMU
aHeMUHU 10 TOCJIEeIHEeTO BPEeMEHM SIBISUTUCH TpaHchy3un
MIOHOPCKOM 3PUTPOIIUTHON MAacChl. DTOT METON OTHOCH-
TEJIbHO HEIOPOT U MO3BOJISIET TOCTATOYHO OBICTPO BOCCTA-
HOBUTh HOpMaJIbHBIE TTOKa3aTeu reMorioonHa. K orpuia-
TeJbHBIM CTOPOHAM METO/a OTHOCSIT PUCK TpaHCHY3UOI0-
TMYECKUX peaklnil (rpynioBasi HECCOBMECTUMOCTh, aHapu-
JIaKCUsl, UMTpaTHbIe peaklMu), BO3MOXHOCTb Iepenayn
nH@eKMu (BUPYChl renaTuta, UMMYHOIEe(PUIIUTA YeT0Be-
Ka M Op.), a TaKke TeMOCHAECPO3 BHYTPECHHUX OpPTaHOB.
B HekoTOpBIX MCCAea0BaHUSIX ObUIO TTOKA3aHO, YTO Mepe-
JIMBaHWE PUTPOIIMTOB JOHOPA OKa3bIBAET UMMYHOIEMPEC-
cuBHoe neiicTBue. CyllleCTBEHHBIM HEIOCTaTKOM KOppeK-
LIMY TeMOTJIOOWHA ITyTeM TepeIMBaHUS JOHOPCKHUX DPUT-
POLIMTOB SIBJISIETCS KPAaTKOBpeMeHHOCTh 3 dekra. be3 no-
BTOPHBIX, MHOTIa MHOXKECTBEHHBIX TeMOTpaHCc(y3Uil aHe-
MU OBICTPO MpoTpeccupyeT. BrisiBIeHe HOBBIX BO30OYIM-
TeJael MH(PEKIMU, MOTeHIIMAIbHO OMACHBIX IJIs PELIUTTUEH-
TOB JOHOPCKOW KpoBU (BO30yauTenab Ooje3Hu Kpeiiir-
denbara — Axoba, Bupyc nuxopaaku 3anagHoro Hua, re-
natorporHbie Bupycbl — TT, SEN, GBV-C-HGV u ap.)
CTaBUT HOBBIC BOIIPOCHI TECTUPOBAHUS KPOBU U OTBOJA 10~
HOPOB, YTO MOXET YBEJIMIUTh CTOMMOCTb TeMOTpaHC(y3Uit
[19]. [To HEKOTOPBIM TaHHBIM, KOJIMYECTBO TOHOPOB B Poc-
cuu, cocTaBlsiBIIee 5,6 MuTH B 1985 I, COKpaTHI0Ch 10 2,2 MJTH
Kk 2002 r. CHUXKeHuMe yrcia JOHOPOB — HE TOJbKO POCCUIA-
ckag npobsiema. BO3 oTmevaeT exerogHoe cokpalieHue ux
gpciaa Ha 10—15% BO MHOTUX CTpaHaX, B CBSI3M C YEM pe-
KOMEH/IyeT MaKCUMaJIbHO PErJIaMeHTUPOBAHHO MCIIOJIb30-

BaTh IperapaTbl KPOBU U TIPUMEHSITh METONIBI KOPPEeKIIUU
aHEeMWU, aJbTepHATUBHBIC reMoTpaHcy3usMm. OmHUM U3
TaKMX METOIOB SIBJIICTCSA NMPUMEHEHUEe PEeKOMOMHAHTHOTO
3pUTpONOd3TUHA. B3aumoneiicTBue NaHHOTO IIUTOKMHA CO
crneurdUIecKUMHU pelenTopaMy CTUMYJIMPYET BbIXKMBaHUE
(aHTMAMONTOTUYECKOE AeHCTBUE), Tpoardepalnio u aud-
(bepeHIIMPOBKY TEMOIOATUYECKUX KIIETOK IPUTPOUTHOTO
pOCTKa KpOBETBOpeHUS. B KOHEUHOM UTOTe 3pUTPOTIOITHH
BBI3bIBACT CTAOMIBHOE U JUINTEIbHOE YBEIUYEHUE ITPOIYK-
LIMU BPUTPOLIMTOB KOCTHBIM Mo3roM [20].

CucremMaTUyeCcKUil aHalu3 pe3ybTaTOB KOHTPOJIM-
DPYeMBIX UCCJICIOBAHUI CBUACTEIbCTBYET O TOM, YTO IPH-
MEHEHUE 3PUTPOITOITUHOB Y OHKOJIOTUYECKUX OOJBHBIX
C aHeMUe, TOyJyaloluX XMMHUOTEpaInio, a TakXke IMpHu
aHEMMU OIYyXOJIEBOTro 3a00JieBaHUS U MPU MCITOJb30BaHUM
rnepen OnepaTMBHBIM BMEILATEJbCTBOM C MOTEHIIMAIbHO
BBICOKOI1 KPOBOMOTEPEil BbI3bIBAET MOBBILLIEHUE YPOBHS Te-
MornobonHa B 60—70% ciydaeB (ypOBeHb JOKA3aTEIbHOCTH
I). Ilpu 5TOM IpUMEHEHUE IPUTPOIIOITUHOB COMPOBOXKAA-
eTCsl 3HAUMMBIM YJIY4IIICHUEM KayecTBa JKM3HU OHKOJIOTH -
YeCKMX OO0JBbHBIX M COKpaIlleHUEeM MOTPEOHOCTU B 3aMECTH -
TeJIbHBbIX TemoTpaHchy3usx. EBponeiickoe 0011ecTBO U3y-
yeHus u gedyeHus paka (EORTC) B cBoux peKoOMeHIalusx
2004 r. m ux nmepecmotpe 2006 T. [21] oTMeyYaeT, YTO MaLy-
EHTBI, TIOJIyJalolIue XUMUOTEpanuio W/Wiu paguoTepa-
MU0, TOJKHBI TTOJy4aTh SPUTPOTIOITUHEI B CTydae CHUKE-
HUs ypoBHS remoriobuna no 90—110 r/a B 3aBucuMocT
OT HAJIMYUSI CUMITTOMOB aHeMuHU (c1abocTh, cepaledreHe
U CHUXEHHE MEPEeHOCUMOCTH (U3UYECKOUN Harpys3Ku).
[Mpu uHTEeHCUDUKAIIMY XUMUOTEPATTUK I HAJTUIUU IpY-
rux (akTOpOB pUCKa Pa3BUTHUS aHEMUM (TIOpakeHNe KOCT-
HOTO MO3ra, MHOXECTBEHHAasI MpelIeCTBYIOIIAs XU-
MMO/paaroTepanusi) 1eaecooopa3Ho Ha3HauYeHUEe dPUTPO-
MO3TUHOB paHbllle, MPU aCUMIITOMATUYECKON JIETKOM
(>119 r/n) aHemuu. B TO ke BpeMsi MpUMEHEHUE IPUTPO-
TMOSTUHOB B OHKOJIOTMU POXIAET PsI BOITPOCOB.

Bnuaxue 3puTpONo3THHA

Ha TeyeHne onyxonu B IKcnepumeHnTe

DPUTPOMOITUH CIOCOOEH BBI3BIBATH MOOMIM3AINIO
SHAOTEIMATbHBIX MPEAIIECTBEHHUKOB, YTO TEOPETUYECKHU
MOXeT CIIOCOOCTBOBATh HeoaHTruoreHesy [22]. OnucaHo Ha-
JINYVEe PEleNTOPOB K 3PUTPOITIOITUHY Ha MHOTUX OITYXOJISIX
(rmmobnacToMa, MeJIaHOMa, pak MUIIeBOA, KeTyIKa, TO-
CTOI KHWIIIKH, JIETKOTO, MOJIOYHOM XeJie3bl, IMIYHUKOB, Te-
Mo061acTo3bl) [23] ¥ Ha BHAOTEIMATBHBIX KieTKax [24]. U3-
BECTHO, YTO CTUMYJISILIUSI 9TUX PELIETITOPOB B 9KCIIEPUMEH-
T€ MOXKET BbI3bIBAaTh aHTUAIIONITOTUYECKOE IEMCTBUE U POCT
onyxosu [25]. C apyroit CTOpOHbI, MJIOTHOCTb IPUTPOTIOD-
TUHOBBIX PEIETITOPOB Ha YKAa3aHHBIX KJIETKAX YacTO KpaiiHe
HEe3HAYMTEIbHA, U BO3MOXKHBI JIOXKHOITOJIOXUTEIbHBIE TaH-
HbI€ B CBSI3U C HU3KOM YyBCTBUTEIHHOCTHIO METOIOB, OCHO-
BaHHBLIX Ha MCIIOJb30BaHUM aHTUTEn [26]. Kpome Toro,
HesicHa (PYHKIIMOHaIbHAsI aKTUBHOCTb UMEIOLLIMXCS peLiern-
TopoB [27]. TIpoTUBOpEUYUBBI JaHHbIE O BAUSIHUU IPUTPO-
MMO3THUHA Ha TTpondepaIinio omyXoJIeBbIX KIETOK U 3hdeKT
LIUTOCTATUKOB U 00ydeHUsI. B HEKOTOPHIX MCcClIe0BaHUSIX
MMOKa3aHO, YTO 3PUTPOIO3TUH MOBBIIIAET PE3UCTEHTHOCTD
MMEN00JACTOB U KJIETOK COJMIHBIX OMyXOJeii K IIMTOCTaTH-
kaM [28]. B npyrux, HampoTuB, MpUMEHEHUE IPUTPONOITH -
Ha Ha MOJIeJTM KceHorpadTa paka JIeTKOro 1 paka SIMYHUKOB
Y MBIIIICH BBI3BIBAJIO YCUIICHUE LIMTOCTATUIECKOTO a(pdekTa
[29, 30]. KonueHTpauusi 3puUTPONOATUHA, HUCTIOIb3yeMast
B OOJIBIIMHCTBE MOJIEJICi, B ACCATKM U COTHU pa3 MPeBbIIIa-



€T MaKCUMaJIbHO JAOCTUXUMYIO B KJIMHMUKE, YTO POXIAET
BOIIPOCHI 00 MHTEpIpeTauy 3TuX pe3ynsraToB [23]. Cym-
MapHBIil aHAJIN3 JAHHBIX MPEKTMHUYECKUX MCCIEIOBaHUN
HE 1aeT BO3MOXHOCTUM OJHO3HAUYHO WHTEPIPETUPOBATH
BJIMSIHUE DPUTPOINOITUHA HA TEUEHUE OIMYyXOJIH.

BnuaHKHe 3pMTPONO3THHA HA NOKa3aTenu

BbIXMBAEMOCTH OHKOJNIOTHYECKUX BONbHBIX

Knunuueckue naHHbIe 0Ka3aTuCh TAKKe TPOTUBOpPE-
yuBbIMU. OTHUM U3 TEPBBIX UCCIENOBAHUN, aHATU3UPO-
BaBIIUX BIUSIHUE PUTPONMOITUHA Ha MOKA3aTeIn BbIKIBA-
emoctH, Obuta padbora T.J. Littlwood u coaBrt., onyb6auko-
BaHHas B 2001 r. B Heit mpoaHaJIM3UPOBaHbI KJIMHUYECKUE
naHHble 375 OOJBHBIX C aHeMUell (YpOBeHb reMOorjioouHa
MeHee 105 r/m wm meHee 120 /71 MpU YCIOBUU CHUKEHUS
B TIPEbINyIINil MecsI 6osee yeM Ha 15 r/7), moaydaBIInx
peXuUMbl XMMUOTEpPANUM, HE COJAepxKalllue MpernapaTon
MJIATUHBI, 110 MOBOAY COJUAHBIX OIMYXOJeil U TeMaToIoru-
YecKMX HOBOOOpa3OBaHUII HeMUETOUIHOU mpuponbl [31].
BosbHBIM Ha3zHayvasics 3pUTPONO3TUH B 1o3e 150 ME/kr
3 pasa B Hee/dI0 B TeueHMe Toayroaa (251 60abHOI) Ui
mane6o (124 6onbHbIX). Pe3ynbraThl moKasanu, 4To y ma-
LIMEHTOB, TOJYyYaBIIUX dPUTPOTIOITUH, MOTPEOHOCTH B 3a-
MECTUTEJIbHBIX FeMOoTpaHCchy3usIX OblIa 3HAUUTEIbHO CHU-
>KeHa B CPAaBHEHUM C TeMU OOJbHBIMU, KOTOPBIC MOJyYaan
miaue6o (p=0,0057), kpome TOro, y OOJBHBIX B TpyIiIre
SPUTPOTIOITUHA 3HAYUMO TOBBIIIATOCH COMEPKAHUE TeMO-
rmobuHa kpoBu (p<0,001) 1 ynydiranuch mokazaTequ Ka-
yectBa Xu3Hu (p<0,05). MeaumaHa NPOAOTKUTEILHOCTH
XKU3HU cocTtaBuia 17 mec mJist 00JbHBIX, MOJIYYaBIINX 3PU-
TPOIO3TUH, B cpaBHEeHUHU ¢ 11 Mec B rpymnie mianebo. Ak-
TypuajibHasi o01asi BbikMBaeMocTh o Kamnany — Maiie-
py Ha 12 Mec umesa TeHASHUWIO K OoJiee BBICOKMM T0Ka3a-
TeJISIM B TPYIIIIE TOJy4YaBIIuX aputponoatuH (p=0,13, log-
rank-TecT). DTO Kacajioch KaK 00JIbHBIX C FeMO0IacTO3aMu,
TaK 1 O0JIbHBIX C COIMIHBIMU HOBOOOpa3zoBaHusiMu. Ucciie-
JIOBaTeJIM MPUIUIU K BBIBOMY, UTO HECMOTPSI Ha OTCYTCTBUE
TepBOHAYALHOW 3a/lady BBISIBUTH BIUSHHWE MPUMEHEHUS
rperapara Ha BbDKMBAEMOCTb U COOTBETCTBEHHO BKJIIOUE-
HHUE B MCCIeIOBaHUE HEAOCTAaTOYHOTO KOJIMYeCTBa IMallu-
€HTOB pe3yJbTaThl MOKa3aJu MOJOXUTEIbHOE BIUSIHUE
9PUTPONOITUHA Ha OOILYI0 BBKMBAEMOCTb.

DTO uccienoBaHKEe MOPOAWIO OMpPEAeJeHHbIN HTY-
31a3M Cpeu CIeLMaIMCTOB, U ObUIM HayaThl pabOThI, CXe-
Ma KOTOPBIX BKJIIOYaJia Ha3HAueHUE SPUTPOIOITUHA HE
CTOJIBKO C I1eJIbI0 KOHTPOJISI aHEMUU, CKOJIBKO C LIEbIO MO-
BBILIEHUS] YYBCTBUTEIBHOCTH OMYyXOJM K XMMHUO/paanore-
panuu U yIaydlleHWsl pe3yabTaToB JieyeHMs. B mepBoii u3
HUX Y OOJIbHBIX C METACTATUYECKUM PAKOM MOJIOUYHOM Xe-
Jie3bl C aHeMUelt uiu 0e3 (IomycKascs ypoBeHb reMOrjaoou-
Ha 130 r/1 u HIXKE) TIPOBOAMIACH XUMUOTepanus Ha hoHe
MPUMEHEHUSI SPUTPOTIOITUHA WU TUTale00 B TeUEHHE rofa.
HccnenoBaHue ObLJIO OCTAHOBIIEHO JOCPOYHO, TaK KaK 4yac-
TOTa mporpeccupoBanust (6 mpotuB 3%) U TPOMOGOIMOOIIH -
yeckux ociaoxHeHuit (1 mpotus 0,2%) Oblia BhIIE B IPYIIIe
MOJIy4aloUUX 3PUTPONOITUH. DTO HALLIO OTpakeHue
B CHIDKeHUHU o6mieit BepkuBaemocty [32]. IMocnemyrommit
aHamM3 3TOTO UCCIEIOBAHUS BBISIBIII NUcOaTaHC B BO3pac-
T€, TSKECTU COCTOSIHUSI, KOJIMYECTBE METACTaTUYECKUX TMO-
paxeHUil W pucke TPomMOO30B (McCCleAOBaHUE HE OBLIO
cTpaTU(UIIMPOBAHO 1O (haKTopaM pUcKa) B CTOPOHY 0OJIb-
mero yucia GakTopoB HEOJIAroNnpusTHOTO MPOrHO3a y Mo-
JIy4aBIIUX DPUTPOITOSITUH. [OpMOHATBHBIN pelleNTOPHBIT
craTyc He ompenensiics. Kpome Toro, ocHoBHOe pasnuuue
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B JIETAJIBHOCTU HAOJI0AJIOCh B MepBble 4 MeC TTPUMEHEHUST
SPUTPOTIOITUHA, UTO €l[Ba JIU CBA3aHO C TIPeTIapaToM.

B npyroit paboTe 3pUTPOINOI3ITUH WU M1alled0 Ha3Ha-
Yasii OOJIbHBIM C OTYXOJISIMU TOJIOBBI U 1Ieu Ha hoHe 00J1y-
YeHMsI MocJie WK 6e3 ornepaTuBHOTO BMeliaTteabcTsa. Kak
U B TPEABIAYIIEM HCCIEIOBAaHUM, KPUTEPUU BKIIOUCHMUS
MO3BOJISUIN 3aJeCTBOBATh MAIlUEHTOB 0€3 aHEeMUU WIU
¢ JIeTKo# aHeMmel (YpoBeHb remMorioomnHa meHee 130 r/n
y MyXXuMH 1 MeHee 120 1/71y XKeHIIWH). DPUTPOIOS3TUH Ha-
3HavYaJIM 3a 2 Held A0 OOJyuYeHUsl U MPOAOJIKaIU JeueHue
B TeueHue 7—9 Hex sydeBoit Tepanuu [33]. Jlo3a npenapa-
ta coctaBwia 300 ME/kr 3 pa3a B Hemenio, 4To B 2 pasa
TPEBBIINIAET CTAHIAPTHYI0. Pe3ysnbTaThl 3TOTO MCCienoBa-
HUS pa3oyapoBbIBaiu. M yacToTa MECTHOTO MPOTpeccupo-
BaHus (p=0,007), u obmast BbkuBaemMocTh (p=0,02) 6butn
HUXE B TPYINe MojiydyaBlIux 3puTpornostuH. K coxane-
HMIO, U 9TO MCCJIEIOBAaHUE HE NaJ0 BO3MOXHOCTH YETKO
OIPENEeNUTh BIUSHUE PUTPOITOITHHA HA TeUeHUE OIyXO-
JIM, TaK KaK 4acToTa HeomnepadeabHbIX ciydyaeB (45 mpoTuB
30%), nonst martmenToB ¢ IV cranueii (85 nmpotus 70%), pe-
uMaMBaMU 10 Havania jedeHus (15 mporus 7%), Kypsiimux
(55 npotus 40%) u co crarycom >N2 (63 npotus 51%) Gbi-
JIU BBIILIE B TPYINE 3PUTPONOITUHA. DTO CHAENal0 aHAIU3
BceX BKJIIOUYeHHBIX 00JbHbIX (ITT) ManmouHpopmMaTuBHBIM
13-3a OOJIBIION YaCTOTHI HAPYIIEHUI ITPOTOKOJIA B TPYIIITe
MMalMeHTOB ¢ OoJyiee PacIpOCTPAaHEHHBIM 3a00JIeBaHUEM.
AHanu3 nmokasarteseil BBIKMBaeMOCTU U MECTHOTO KOHTPO-
JIsl OMYXOJIM Y MAalMEeHTOB, MOJYYUBLIMX JIeYeHUE B COOT-
BETCTBMU C MPOTOKOJIOM (COOII0AEHNE MapaMeTPOB Pano-
Tepanuu 1 MpueM Kak MuHumMyM 80% wuccienyemoro mpe-
rapara), He TToKa3aJl HUKaKUX pa3IuIuii MeXIy TpyrmamMu
SpUTPONO3THHA U TIanedo (p=0,11).

Crenyetr OTMETUTh, YTO 00€ 3TU pabOThI OBLIN UCCIIe-
JIOBAaTEIbCKUMU, U B HUX DPUTPOTIOITUH TMPUMEHSICS 3a
npeaeslaMy peKOMEHIYyeMbIX MOKa3aHU B OTHOLIEHUU Ha-
YaJIbHOTO YPOBHSI TeMOTJIOOMHA 1 YPOBHSI, PEKOMEHIyeMO-
TO Ui TIOJJIEPXKHU. Y 3HAYUTENbHOW YacTU IallMeHTOB
B TpymIie 1iaiedo coXpaHsuics HOPMaTbHBIN YPOBEHb Te-
MoOrjn0o6MHa Ha (OHEe JIeYeHUSs, YTO CBUIAETEIbCTBYET O Tie-
peeYeHHOCTU OOJBIIMHCTBA OOJbHBIX B OCHOBHOMW TpyI-
ne. HecmoTpst Ha MeToaMYECKHE BOMIPOCHI, 3TU UCCIEI0Ba-
HUSI IPUBJICKITN OOJIBIIIOE BHUMaHKE, U OBIJIO TPOBEIEHO 2
MeTaaHaJn3a Pe3yJIbTaTOB KOHTPOJMPYEMBIX MCCIIeI0Ba-
HUI C 1IeJIbIO OTIpeNeSIeHUsT BIUSHUSI SPUTPOTIOITUHOB Ha
MOKAa3aTeIu BBIKUBAEMOCTU OHKOJOTUYECKUX OOJbHBIX.
AHanu3 pe3yabTaToB 57 KOHTPOJIUMPYEMBIX MCCIIeI0BaHUM
BCEX JPUTPOIOITUHOB (aibda, Oeta M AapOENno3TUHA),
BKJIIOUMBIIKX 9353 OOJIbHBIX, MOKa3aji, 4YTO UX MpUMEHe-
HUE COTIPOBOXKIAETCS 3HAYMMBIM CHUKEHHEM TIOTPeOHO-
CTU B 3aMECTUTENIbHBIX TeMOTpaHCOY3usIx (OTHOCHUTEIb-
Hblit puck 0,64; 95% noseputenbhblii uHTepBai 0,6—0,68),
MPUBOJUT K YBEJIMUYEHUIO YPOBHsS remMorioouHa (3,43;
3,07—3,84) [34]. JomnoJHUTEIbHBIN aHaau3 42 uccieaoBa-
Huit (8167 GOJTBHBIX C TeMOGJIACTO3aMU W COJMIHBIMU OITy-
XOJISIMU) HE BBISIBIJI 3HAYMMOTO BITUSTHUST TPUMEHEHUSI dpU -
TPOTIOTUHOB Ha 00IIyI0 BepKuBaemocTs (1,08; 0,99—1,18).
Bropoii MeTaaHanu3, yuYUTHIBAIONINI JaHHBIE 9 KOHTPOIM-
pPYeMBbIX HCCIIeAOBAHUM C UCTTOIb30BAHUEM TOJIBKO 3PUTPO-
Mo3THHA OeTa, BKIIOYMI HaHHbIe 0 1413 6oxbHBIX (Y 56%
U3 HUX ObUTM reMo0J1acTo3bl Uy 44% — CONMUAHBIC OMYXO-
). AHanu3 TOoKa3as, 4To MPUMEHEHHE IPUTPOIOITHHA
0eTa COMPOBOXHAETCSl 3aMeJIEeHMEM TPOTPECCUPOBAHUS
OMyXOJW B CPaBHEHWU C Iauebdo WiK CTaHOAPTHOU Tepa-
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et (0,78; 0,62—0,99; p=0,042, log-rank-tect) [35]. O6-
11ast BEBDKMBAEMOCTD B TPYTIIIE SPUTPOTIOAITUHA OeTa IPUH-
LIUITMAJILHO HE OTJINYaNach OT IMoKa3aTeJieil KOHTPOJIbHOM
rpynmnsl, coctaBuB 0,31 mpotuB 0,32 coOBITUSI B TO.I
0,97% 0,67—1,36; p=0,87, log-rank-TecT). DTOT MeTaa-
HaJIN3 MOITBEPIMJ JaHHBIE O 6e30TaCHOCTH 3PUTPOTIOI-
truHa. OTHeTbHBIM aHaIW3 TOATPYIIIHI MAllMEeHTOB C CO-
JIUIHBIMUA OTYXOJISIMU M3MEHEHMI B OOIIME BBIBOALI HE
BHec [36].

B 1O Xe BpeMsl 3TH MeTaaHaIM3bl BKJIKOYAIU PE3yJib-
TaThl CCIEIOBAaHUI, B KOTOPbIX HE CTaBUJIACh 3a/1aya KOH-
TPOJist 001IEe# BBIXKMBAEMOCTH, UTO B KaKOil -TO Mepe obec-
LIEHUBAeT WX BBIBOABI. [IPOSICHUTD CUTYaIllI0 MOTJIO TOJIb-
KO MPOCTIEKTUBHOE KOHTPOJIUPYEMOE UCCIIeI0BAHNE, KOTO-
poe OBl y4JIO HeAOCTAaTKU MPEABbIAYIINX U B TIEPBYIO OUepeb
¢dukcupoBaao OBl JOJTOBPEMEHHYIO OOILIYIO BBbIXKMBae-
MOCTb U BbIXXMBaeMOCTb 0€3 MpOrpeccupoBaHUs, BO BTO-
py1o — 1o00o4YHbIe 3(GEKThl IPUTPOIIOITUHA, CITOCOOHBIE
MOBJIUSAThL Ha TIPOTHO3 (TPOMOOTHYECKUE OCIOXKHEHMUST).
Takoe uccinenoBaHue ObUIO HETAaBHO 3aKOHYEHO, TIEPBBIC
pe3ynbTaThl IpeactaBicHbl B gekabpe 2006 . [37]. B ato
KcclieoBaHKe ObLIM BKIIOYEHBI 463 MallMeHTKU C MeTacTa-
TUYECKUM PAKOM MOJIOYHOI XeJie3bl U YPOBHEM TFeMOTJIO-
OuHa, He npeBblaIuM 130 r/a, KOTOPBIM MpeacTosia
XUMUOTepanus. DTO TOKAa3bIBaeT, YTO OHO OBUIO TTOCTpOE-
HO CXOJIHBIM 00pa3oM C MPeKIEBPEMEHHO OCTAHOBICHHBIM
00Cy:XIaeMbIM BBIIIIC MCCIEIOBAaHUEM. DPUTPOIIOITUH Oe-
Ta Ha3Hadaiu 1 pa3 B Hexemo B go3e 30 000 ME, T.e. B Toi1
K€ CyMMapHOM 03¢ Ha MPOTSKeHUU mnosyroga. bosbHbie
KOHTPOJILHOU TpYIIbI MoJlydyaiu riamedo. [pynmnbl okasza-
JIUCh COTTOCTAaBUMBI TIO BO3PACTY, TSIKECTU COCTOSTHUSI, pe-
LIETITOPHOMY CTaTyCy, IJUTEJIbHOCTH TIPEAIICCTBYIOIIETO
JICUEHUs] U MCXOJAHOMY YPOBHIO T€MOTJIOO0MHA, COCTaBUB-
memy 115 r/n anst rpynnbl 3puTpornosaTuHa u 112 r/n ans
rpynnsl niane6o. IMpu MenuaHe HabmogeHus 1,5 roga
B JKMBBIX B 00EUX IPyMIIax OCTaBajgoch Mo 27% MmalueHTOB.
[Mpu cpaBHeHUM KPUBBIX 00IIEl BBKMBAEMOCTH (OTHOCH-
TeabHbIN puck 1,07; p=0,522) 1 BBEKUBAaeMOCTH 0€3 Mpo-
rpeccupoBanus (1,07; p=0,448) paznuumnii Mexmay Tpyrma-
MU BBISIBIEHO He Obl10. OTMEUEHO 3HAaYMMOE TMpeuMyIle-
CTBO B BBXKMBA€MOCTH 0€3 3aMEeCTUTEbHBIX TeMOTpaHChy-
3uil B rpymnne sputpornoatuHa (0,59; p=0,0097). Yacrora
TPOMOOTUYECKUX OCJIOXKHEHW I ObUIa BBIIIE B IPYTIIe TIOJTY-
YaBIINX DpUTPONOITUH OeTa (13 mpotuB 6%) B OCHOBHOM
3a CYET MOBEPXHOCTHBIX TpoMbodiedonToB. YacTora TsKe-
JIBIX TPOMO03MOOIMIT cocTtaBuia 4 U 3% COOTBETCTBEHHO
(pazninuue CTaTUCTUYECKM HE3HAayMMmo), mo 4 mnalueHTa
B KaXJIOi TPYIIIEe YMEPJIU OT 3TUX OCIOXHEHUIA. ABTOPBI
NeJaloT BBIBOM, YTO TPUMEHEHHE SPUTPOTNOATUHA OeTa
B mo3e 30 000 ME 1 pa3 B Hemesto XOpOIIO TEePEHOCUTCS
U HEe BJIMSACT Ha OOIIYI0 BBIKMBAEMOCTb OOJIbHBIX C MeTa-
CTaTMYECKUM PaKOM MOJIOUHON KeJe3bl, MOJyJaroInX X1-
MUOTEpAIUIo.

TpomGoTHYECKHE OCNOKHEHU

Y MaluMeHTOB ¢ OMYyXOJISIMUA TIOBBITIIEH PUCK TPOMOO-
30B. Pe3ynbTaTel peTPOCIIEKTUBHBIX U IMTPOCTICKTUBHBIX MC-
cle0OBaHUI Yy OOJIbHBIX TMHEKOJIOTMYECKUMU HOBOOOpa-
30BaHUSIMU, PaKOM MOJIOYHOM KeJie3bl U IPYTUMU OTyXO-
JIIMU CBUIIETEJILCTBYIOT O TOM, YTO 3TOT PUCK MOXET YBe-
JIMYUBATBCS MPU MPUMEHEHUU SPUTPONOSTUHOB [32, 38,
39]. B kauecTBe OOBSICHEHUsI 2TOMY MpeJjiaraloTcsl yxyi-
IIeHUE PEOJIOTUUECKUX CBOMCTB KPOBU BCIICACTBHE POCTa
00beMa ee KJIETOYHOM COCTaBJISAIONIei, aKTUBAILIUS TPOM-

00oUMTOB MoJIOABIMU 3puTpouuTamu [40, 41] u B3aumo-
NeICTBUE BPUTPOIIOITHUHA C SHIOTEIUEM C TTOCIEIYIOIIei
3KCIIpecCcreil MOJIEKY aare3uu, ClioCOOCTBYIOIIUX TP -
MaHUI TPOMOOIMTOB U (OpMUPOBaHUIO TPOoMOOB [42].
Bo3MOXHO, CyLIECTBYIOT U APYTMe MEXaHU3MbI MJIH UX CO-
YeTaHUsl, CIIOCOOCTBYIOIIME IOBBIIIEHUIO TPOMOOTHYE-
CKOWl TOTOBHOCTM IIpW TMPUMEHEHUU SPUTPOTIOITUHOB.
B kakoii-To Mepe OTBET Ha BOMNPOC, HACKOJBKO BEJINK
PUCK TPOMOOTHUUYECKHUX OCJIOXHEHHWI M KaK OH BIMSIET Ha
BbIXKMBAEMOCTh OHKOJIOTUYECKUX OOJbHBIX, MOXHO TOJY-
YUTh HA OCHOBAHMU PE3YJbTaTOB MeTaaHaanM30B. Haunbo-
Jiee KPYITHBIA M3 HUX BKIIOYMI 35 mcciaegoBaHuii (6769
OOJIBHBIX) C TIPUMEHEHHMEM DPa3IUYHBIX dPUTPOIOITUHOB
(anbda, 6era, TapOEMO3THH), B KOTOPBIX OBUIN TIPEIACTaB-
JIEHBl JaHHBIC MO TPOMOOTHYECKUM OCJOXHEHUSIM |[34].
OTHOCHUTEIbHBIN PUCK TPOMOOTUYECKUX OCIOXKHEHU ObLT
JIOCTOBEPHO BBIIIE B TpyIIne pUTPONOITUHOB — B 1,58
paza (95% noseputenbHbIii nHTepBaN 0,94—2,66). MeTaaHa-
JIN3 JaHHBIX 9 MCCIeqOBaHMIA TI0 3PUTPOIOITUHY OeTa
(1413 OONBHBIX) TTOKAa3aJl, YTO XOTS YacTOTa TPOMOO30B
npu TPUMEHEHUM SPUTPOIIO3THHA OblTa mMoBbieHa (7
npotuB 5% B rpyiine 1miaie6o), JeTaJbHOCTh OT TPOMOO-
sM00smMii B rpymnmax Owuia maeHTuuHoil (1,1%). AHanu3
B TTOATPYIINAX TeMOoOIacTO30B M COJIMIHBIX OITyXOJiel He
BBISIBUJI pa3jiIMuMii B CpaBHEHUU C oOIlei rpymmoit [35,
36]. TakuM oGpa3oM, IPUMEHEHUE DPUTPOIIOITUHOB MO-
JKET TOBBIIIATh TPOMOOTUYECKYIO TOTOBHOCTh Y OOJIbHBIX
C HEOIUIa3usIMU, U TPEOYIOTCS TOMOJHUTEIbHbIE UCCIIEN0-
BaHWsI JUISI TOYHOU paciinbpOBKU MEXaHU3MOB 3TOr0 3(dh-
(dbekTa, a TakKe BBISIBIICHUS Ipeapacioiaraiomx Ghakro-
poB (Bo3pacTt, TpoMOO3bl B aHaAMHe3e) U BbIPAaOOTKU Mep
MpoGWIAKTUKYA (aHTUATPETaHThI, TeITaApPUHBI).

J103a 1 KPaTHOCTb NPHMEHEHNA 3PUTPONOITHHOB

Kak yxe 0b110 cka3zaHo, u EBponeiickoe, 1 AMepu-
KaHCKoe obliecTBa KJIMHMYecKUX OoHKoJioroB (EORTC,
ASCO) [21] pekOMeHIYIOT MaludeHTaM C OIYXOJISIMU
W aHeMUell TPUMEHSTh SPUTPOINOITUH, OCOOEHHO eClIn
aHEeMMUsI, Jaxe JIeTKasl, IpeIIIecTBYeT Haualy XUMHUOTepa-
nuu. B GonbIIMHCTBE peKOMEHIAIIMI UCITOJIb3YeTCs 103a
sputpomnostuHa 150 ME/kr 3 pasa B Hemento. DTa no3a
yacTto okpyriusiercst n1o 10 000 ME 3 pa3a B Heaelto. Yuu-
THIBasi HEyIOOCTBO TPEeXKPAaTHOTO BBEIEHWs TIperapara,
MpenIPUHUMANNCh TTOMBITKYA €T0 Ha3HaueHus | pa3 B He-
JIeJII0, 4TO OoJjiee MpUeMIeMO I MallueHTOB. B HecKob-
KX paboTax, cpaBHUBaMOIINX 3(PPEKTUBHOCTh TPEXKpaT-
HOTO ¥ OTHOKPATHOTO BBEICHUSI 3pUTPOIOITHHA, MTOKa3a-
HO, 4TO JJIsI 3pUTporioaTuHa aibda no3a 40 000 ME 1 pas
B Henesto paBHa 1o addexkTuBHocTu go3e 10 000 3 pasza
B HEIEJ0, XOTS MPU OTHOKPATHOM BBEACHUM OHAa M Ha
25% Boimie [21]. dast spurpornodTuHa 6era 3¢G@eKT 103bI
30 000 ME 1 pa3 B Hemes0 MOJTHOCTbIO COOTBETCTBOBA
apdexty mo3br 10 000 3 pasa B Heaeo, Mo KpaiiHell Mepe
IS 00JIBHBIX ¢ TUMGoTpoiudepaTUBHBIMU 3a00JIeBaHU -
SIMA U OTHOCHUTEJIbHBIM Ne(UIIUTOM 3HIOTEHHOTO 3pU-
TpomoaTuHa [43].

B xonie 2006 r. EBporneiickuii KOMUTET 10 KOHTPO-
10 3a JekapcTBeHHbIMU TipernapatamMu (CHMP) mpunsin
MOJIOXKUTEIbHOE pellieHre O MIPUMEHEHUN 3PUTPOINOITHHA
Oera npu conuaHbix onyxossix B 1o3e 30 000 1 pa3 B Hene-
mo. Jlapo6enoatuH ajibda 0jarogapsi 0COOEHHOCTSIM MoOJie-
KYJIbI UMEET 3HAUUTEIIbHO OOJIBIINIA TIEPUOJ TOJyBhIBEIC-
HMSI, ¥ €T0 MOXKHO BBOIUTSD 1 pa3 B HEIEIO B 103€ 2,25 MKT/KT
nnu naxe 1 pas B 3 Hen B mo3e 500 Mkr [44].



HasHayenue npenapaToB ienesa

Ha thoHe Tepanun 3pUTPONO3ITHHAMM

IMocne no3bl U KPaTHOCTU BBEACHUSI SPUTPOTIOITUHOB
BaXXKHBIM U 0 KOHI[A HE PEILIEHHBIM BOIIPOCOM OCTAeTCsl BO-
IPOC 0 HEOOXOMMOCTHU Ha3HAUEHMSI TIPerapaToB xkejie3a Ha
doHe Tepanmuu cTUMYNISITOpAMU SPUTPOTIOI3a. B 0OBITHBIX
YCTIOBUSIX TIOBBIIIEHUE SPUTPOTIOITUIECKON aKTUBHOCTH
KOCTHOTO MO3Ta COMPOBOXAAETCS MOBBILIEHHOM MOTPeOHO-
CTBIO B XeJie3e, U MOXHO MPEATONI0XUTh, YTO €ro OrpaHu-
YEHHbIE 3amackl MOIYT OBICTPO MCTOLIATHCS, YTO TEOPETHU-
YeCKU CHIKaeT 3(D(EeKTUBHOCTD JIeueHUsT aHeMuu. B To ke
BpeMsl Ha3HaueHUe XeJie3a BHYTPh PUHIIUTTNATBLHO HE 13-
MeHsuio cutyanuio. Ot 30 1o 40% mnaieHToB He OTBEYAIOT
Ha Tepamnuio CTUMYJIITOPAaMU dPUTPOIIO33a, U J00aBIeHUE
Xeneza He yBeauuuBaeT 3(pGEKTUBHOCTb jedyeHust [45].
[Tocne oTkpbITUS renuuaAnHA U paciindpoOBKU MeXaHHU3Ma
ero JIeMCTBUS CTaJIo SICHO, UTO, C OJIHOI CTOPOHBI, Ae(PULIUT
KeJe3a MOXeT ObITh (DyHKIIMOHATbHBIM U BO3HMKATH eIle
IO WM Ha caMOil paHHEW CTaAuy Teparuy dPUTPOTIOITU-
HOM, a C OpYroii, Mpu BBICOKOM COAEpPKaHUM TeNUUIuHA
3HAUUTEJbHO TOPMO3UTCSI BCAChIBAaHME XeJie3a IHTEPOIH-
TaMM TOHKOW KWILKH, YTO MPEMSTCTBYET MOMAEPKAHUIO
HOPMaJILHOTO €ro YPOBHsI MPU MepOPaTbHOM Ha3HAYCHUM.
Teopetuuecku 3Ty TIPoOIEMY JIETKO PEIIUTH ITyTEM MapeH-
TepaJbHOIO BBEeJAEHHUS mpemapatoB kejae3za. B 2004 T
M. Auerbach u coaBt. [46] onyGiIuKOBaIu pe3yabTaThl KC-
CJIeOBaHMsI, HATIPABICHHOTO Ha MPOBEPKY ITOI TMIMOTE3bI.
157 mauueHToB ¢ pa3IUYHBIMU OMYXOJSIMU U aHEMUEl Ha
¢oHe (yHKLMOHaIbHOrO aeduumnTa xejae3a (ypoBeHb re-
MornobuHa Hxke 105 1/71, HaceIeHre TpaHchepprHa Me-
Hee 20%) moJiydanau 3PUTPONMOITHH C TMEPOPaTbHBIMU
U BHYTPUBEHHBIMU IpernapataMH Xeje3a WiIu Iane6o.
Bo Bcex Tpex rpymnmax ypoBeHb reMOrIoO0OMHA 3HAUMMO yBe-
JIMYMIICSI, HO BTO yBeJWYeHWEe ObUIO HepaBHO3HAYHBIM.
[MonHbBI TemMaToNOTUYeCKWil OTBEeT (YBeJMUEHUWE YPOBHS
remorsioouHa no 120 r/x unm Ha 20 T/ B cpaBHEHUU C UC-
XOITHBIM 0e3 MOTPeOHOCTH B 3aMECTUTEIbHBIX TeMOTpaHC-
dy3usix) ObLT LOCTUTHYT Y 68 % OGONBHBIX B TPYIIIE MOJyYaB-
LIMX K€JI€30 BHYTPUBEHHO B CpaBHEHUU ¢ 36% B rpyIine me-
pOpaIbHOTO MpHeMa IpernapatoB xene3a u 25% B rpyrrne
miaie6o (p<0,01). KauecTBo XU3HU MO MOKa3aTeIsIM IHEP-
TMYHOCTUA U aKTUBHOCTHU TIO CPABHEHUIO C MCXOMHBIM 3Ha-
YUMO BO3POCJIO TOJTHKO B TPYIINE MOJTYYaBIINX TTperapaThl
Kesje3a BHYTpuBeHHO. CXooHOE MO cXeme McCclieloBaHue
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D.H. Henry u coaBt. [47] najno npakTUYeCKW aHAJIOTUYHbIE
pe3yabTatel — 3G GeKTUBHOCT 65% M1 BHYTPUBEHHOTO
HasHayeHMs Xejesa, 35% mia mepopanbHoro u 29% mis
TPYMIIBI TOJYYaBIIMX TOJBKO 3PUTPOIOSTHH.

3aknioyenne

AHeMUs y GOJTBHBIX C OITyXOJIEBBIMU 3a00JIeBAHUSIMU
BCTpeYaeTcsl JOCTATOYHO YacTO yKe K MOMEHTY TTOCTaHOB-
K{ JIMarHo3a, M 4acToTa 3TOTO OCJIOXHEHMS elle OOoJbIIe
BO3pacTaeT B IIpoliecce XUMUO,/paauoTeparmu.

AHemusi U OOyCJIOBJIEHHAasl €10 TKaHeBash TMITOKCHS
CIOCOOHBI MOBBICUTH 3JI0KAYECTBEHHOCTb OIYXOJIEBBIX
KJIETOK, CHUXXas WX YYBCTBUTEJHHOCTh K ILIMTOCTATUKAM
U JIy4eBOW Teparuu, aKTUBUPYS MEXaHU3Mbl HEOAHTHOTEe-
He3a W TTOBBIIIAs YaCTOTY TeHETUICCKUX MYTaIlUiA.

CHUXXEeHHME COAepXaHMSI TeMOIIOOMHA KPOBU Hera-
TUBHO BJIMsICT HAa KaYeCTBO XU3HU MallMEHTOB, B TO BpeMsl
KaK KOPPEeKIMsI aHEMUU 3HAUUTEIbHO YJIyUlllaeT ero.

AHeMUsI SBIISIETCS HE3aBUCHUMBIM OTPUILIATEIbHBIM
dakTOopoM TIpoTHO3a W IS TEMATOJOTUYECKUX, U IUJIST CO-
JIMITHBIX HOBOOOPAa30BaHMIA.

[IpuMmeHeHUe 3pUTPOITIO3TUHA Y MAIIUEHTOB C OIYXO-
JIEBBIMM 3200JIeBAHUSIMU COIPOBOXIAETCS yBEIMYEHUEM
YPOBHSI TeMOTJIO0MHA, COKpAIlleHUEM MTOTPEOHOCTU B 3aMe-
CTUTEJIbHBIX TeMOTpPaHCOY3UIX W IMOBBIIICHUEM KauyecTBa
KU3HU.

DPUTPOTIOITUH CMOCOOEH CHUXATh YYBCTBUTEIb-
HOCTb OITyXOJIEBBIX KJIETOK K IIUTOCTATUKAM B 9KCIIEPUMEH-
T€ ¥ MOOUIM30BaTh KJIETKU-MPEAIIECTBEHHUKN SHIO0TEMS,
OJIHAKO KJIMHMYECKasl 3HAYUMOCTb 3TUX 2 (HEKTOB HesICHA.

I[IpyMeHeHUEe SPUTPOMOITMHA B COOTBETCTBUM
C TIPUHSTBIMU ITOKAa3aHUSIMU Y OOJIbHBIX C HEOTIJIa3USIMH He
OKa3bIBaeT OTPUILIATEILHOTO BIUSHUS Ha BBKMBACMOCTb.

[IpyuMeHeHUEe SPUTPOIO3THMHA MOXKET COIPOBOXK-
JaThCsl HEKOTOPBIM MOBBIILIEHUEM TPOMOOTUYECKOI TOTOB-
HOCTH y OOJIbHBIX C OTYyXOJIEBbIMU 3a00JI€BaHUSIMU, U Tpe-
OYIOTCST TOTIOJTHUTEIbHBIC MCCIIeIOBAHMS TSI paciinbpoB-
KU MEXaHM3Ma 3TOTO BJIUSHUS 1 pa3padOoTKU METOIOB ITPO-
bunakTUKU.

HenocrarouHass 3(p(peKTUBHOCTh 3PUTPOIIOITUHOB
y MalMEHTOB C OHKOJOIMYECKUMHU 3a00JIeBAHUSIMU MOXET
ObITh 00YyCI0BIeHA (PYHKIIMOHATBHBIM Je(UIIMTOM Xee3a,
M Ha3HaueHHUe B OTOW CUTYyallMy IperapaToB Keje3a Ia-
PeHTEpabHO 3HAUMTEIbHO YCUIUBaeT 3(P@eKT HaszHade-
HUSI 3pPUTPOIIOITUHOB.
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HCNOJNIb3OBAHUE 3PUTPONOITHUHA ANA NEYEHUA
AHEMUKU NPU TEMATONIOTMYECKUX 3ABOJIEBAHUAX

P.A. Iloarypckas, B.B. ITmmoueBa
T0Y JI110 Cankm-Ilemepoypeckas meduyurckas akademusi nocae0uniomHozo odpasosanus Poczdpasa;
eopoockas boavHuya Nol5, Cankm-Ilemepoype

B cmamue uznoxncenst obujue ceederust u cobOCmeeH blil ONbIM AeHeHUs. AHeMUU PEKOMOUHAHMHBIM HeaogevecKum spumponodmurom (r-HuEPO) y 60oavHbix cema-
monoeuueckumu 3abonesanusmu. Iipueoosmes céedenus 06 onvime ucnoavsoeanus Inpexca (gupmot «Auccen-Cunae») 6 Poccuu. B nauwe 00nouenmpogoe uc-
cnedoganue 6bL10 8KAIOUEHO 28 O0AbHBIX ¢ aHeMuell (XpoHuyecKull aum@onelikoz — 8, aumgomvr — 2, xponuueckuii uouonamuyeckuii mueaogpuopoz — 11, mue-
A00UCnAGCMUMeCKUl CUHOpOM — 5, anaacmu4eckasn anemus — 2), noaysasuiux npekc. Y 6onvuiuncmea 601bHbIX OmMMeHeHbl CMabunbHas meHOeHUUsA K noGbl-
WEHUIO YPOBHS 2eMOA00UHA U HUCAQ IPUMPOUUMOS, YAYHUICHUE CAMOYYECIMBUS U CHUICEHUE NOMPeOHOCMU 8 3aMecmumensHoil mpancgysuu spumpoyumos. Ile-
DEHOCUMOCIb SPUMPONoIMuHa dviaa xopoueil. Habarodenue 3a smumu nayuenmamu 6yoem npo0oaxceHo 0as OUeHKU 00120CpouH020 3ghgekma Dnpekca.

Karouegvie caosa: anemus, onkoeemamonoeuueckue 3a001e6anus, pumponosmun, Inpekc
ERYTHROPOIETIN FOR THE TREATMENT OF ANEMIA IN PATIENTS WITH HEMATOLOGIC DISORDERS

R.A. Podgurskaya, V.V. Pshibieva
St. Petersburg Medical Academy for Postgraduate Medical Education, City Hospital Nel15, St. Petersburg

This article introduces common data and our experience concerning the treatment with recombinant human erythropoietin anemia (r- HuEPO) in anemic patients
with different disorders. We cited as an example some results of Eprex (Janssen-Cilag) therapy for patients with hematologic disorders in Russia. 28 anemic patients
treated with Eprex were included in a single center study (CLL 8, lymphomas 2, CIMF 11, MDS 5, AA 2). The majority of patient demonstrated stable increase in
hemoglobin levels and erythrocyte counts, improvement of performance status and decrease in transfusion requirements. Erythropoietin was well tolerated. Further

studies in order to value long-term effect of Eprex are in progress.

Key words: anemia, hematologic malignancies, erythropoietin, EPO, Eprex

AHeMUs 4acTO pa3BMBaeTCs IPHU 3710KaYECTBEHHBIX
npoiieccax M MPOTUBOOMYXOJEBOM JICUEHUM U TPOSIBISIETCS
LIEJTBIM PSIIOM CUMIITOMOB, OOYCJIOBJIEHHBIX Pa3BUTHEM TUIIO-
KCUU B OpraHax M TKAHSIX C MOCJCIYIOIINM HapylIeHUeM UX
dyukuuii. [Ipomorskaromieecss Ha MPOTSDKEHUM BCEM KU3HU
Yes0BeKa OOHOBJIEHHE KJIETOK SPUTPOHA KOHTPOJIUPYETCS Me-
XaHU3MaMM PEryJIsiliMi, KOTOPbIC TOIIEPXKUBAIOT JMHAMUYE-
CKU ycTOiuMBOe paBHOBecue. LleHTpasbHOE MECTO B peryJsi-
LIMK 3PUTPOITI033a 3aHKMMaeT 3putporodtuH (DI10), urparo-
LW KJTFOUEBYIO POJIb B MPUCIIOCOOJICHUN TIPOAYKIIUU SPUT-
POIIMTOB K METa0OIMYECKIUM TTOTPEOHOCTSIM B KUCIOPOJIE.

B 1906 r dpanuysckue yuensie P. Carnot
u C. Deflandre [1] BriepBble TIPEAIIOA0XWIN HATUYUE TYMO-
pajibHOro (hakTopa, CTUMYJIUPYIOLIEro 3puTponoss. B 1950 .
K. Reissmann [2] mokazan ryMopajibHblii MEXaHU3M PEryJisi-
LIMY 3PUTPOII033a Y XKUBOTHBIX, HO TJIaBHBIN (paKTOp pocTa
IJIST SPUTPOUIHBIX KJIETOK — YeJOBEUECKMIl 3PUTPOIIOD-
TUH — OBLJ MOJTy4YeH B YUCTOM BUIe auiib B 1977 . [3].

C 1987 r. peKOMOMHAHTHBI YeOBEUYECKUIl IPUTPO-
noatuH (r-HuEPO), Hauan ycriemHo NpUMEHSITbCSI B KJTH -
HUYECKOU MPaKTUKe, a OMHUM U3 ITePBBIX MTaTOJIOTUIECKUX
COCTOSIHUIA, TIpU KOTOPOM OH 3apeKOMEHI0BaJ cebs B Ka-
yecTBe 3G (GEeKTUBHOrO M 0€30MacHOro Iperapara, crajia
HedporeHHasa aHemus. CienyeT oTMeTUTh, 4To r-HUEPO

3usM [5, 6]. Koppekiiys aHeMU4ecKOro CUHIPOMa MoCje ay-
TOJIOTMYHOM WJIM aJJIOTEHHOM TpaHCIUTAHTAIIMM TeMOITO3TH -
YECKHX CTBOJIOBBIX KJIETOK C TTomolibio r-HuEPO 3HauuTenb-
HO CHITKaeT MOTPEOHOCTh OOJBHBIX B TPaHC(Y3USIX JTOHOP-
CKUX DpUTPOLIUTOB [7].

[TpumeHeHUe TeMOTpaHCOY3Uil COMPSIKEHO € LETbIM
PSIIOM OCJIOXKHEHUI, HAIMUKME KOTOPBIX HEOOXOAMMO MpU-
HMMaTh BO BHUMaHKe: PUCK TPaHC(HY3MOHHBIX peaKITNid, BbI-
cokuii puck uHbuimposanus (BUY, renatutel, cuduiuc,
Mmapa3uTapHble MH(GEKINN), UMMYHOCYIIPECCUS, TeMOCHUIe-
P03, HEMPOIKOKUTEIBHOCTh 3(pdekra M KpaitHe Mmayoe
BJIMSTHUE HA KAYeCTBO XXU3HMU [8].

B Hacrosiee Bpemst B Poccun aist KITIMHUYECKOTO TTPY-
MEHEHUsI 3apeTUCTPUPOBAH 1IEJIbIi PSIT SPUTPOITIOITUHOB KakK
OTEUYECTBEHHOTO, TaK U 3apy0eKHOTO MPOoU3BoacTBa (Tab. 1).

Onmuum 13 Haubosee pacrpoctpaneHHbIx r-HUEPO Ha
POCCUIICKOM PBIHKE SIBJISIETCST DMPEKC, YTO TIOATBEPKIACTCS
€ro MpYMEHEHNEM B BEIYIIUX JIEUeOHBIX yUpexkneHus1x Poccun.

Tak, oTaeneHre XpOHMYECKOTO reMoaanm3a 1 TpaHC-
miantauyy nmoyku MOHUMKHU nm. M.D. Bragumupckoro
pacroJjiaraeT MHOTOJIETHUM OMbITOM npumeHeHusi r-HuEPO
y OOJIBHBIX C aHEMHEil B TEPMUHAJIBHOIN CTaguM XpOHUYE-
CKOI TIOYEUHOM HEIOCTAaTOYHOCTU, KOTOPHIM ITPOBOIMTCS
peryJaspHbIii remonuanus [9].

uIEeHTUYeH npupoaHoMy SI10 ueno- Ta6muua 1. Dpumponosmuns, 3apecucmpupoéatntsie ¢ Poccuu
BEKa U UMMYHOJIOTMYECKHU, U MO OMO-
JIOTUYECKON aKTUBHOCTU [4] . Hassanne Dupma-npon3BoIUTEb, Cniocod
Mosxe mnpenaparsl r-HUuEPO npenapara BI10 cTpaHa BBEIEHHUS
CTa/M IPUMEHATD Y GOJIbHBIX 3710Ka'e- Brmpexc OI10 anbha «AHccen-Cunary, [lBeitiiapusi  BHyTpuBEeHHO, MTOAKOXHO
CTBEHHBIMU HOBOOOpa30BaHUSIMU (CO-
Pexopmon OI10 6era  «D. Xobdmanu-JIa Pour Jitn.», BHyTpuUBEHHO, MOAKOXHO

JIMIHBIE OITyX0JI1 1 tuMdorpondepa-
TUBHBIE OOJIE3HN), PEBMAaTOMIHBIM apT-
PUTOM W TIpM aHEMUSIX XPOHMUECKUX
3a0oneBanuii. -HUEPO MoxeT ObITh
aJBTEpPHATUBOM YacThIM reMoTpaHCdy-

DNOKpUH

[1IBeiiiapus

Bpurpoctum  DI10 ansdpa HITO Mukporen ®I'VII, Poccuss BHyTpuBEeHHO, IOIKOXKHO

BI10 anbba
|

®I'YIT TocHUU OYB, Poccuss  BHyTpMBEHHO, TOAKOXKHO
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Tab6muma 2. HNunamuka nokazameneil eemoepammsl 00 U nocae nedeHus InpeKcom

Jnarsos Yuciio Temorio0uH, r/x Dpurpoiutsi, x 102 Petuxysiomutsl, %
0OJIBHBIX 10 JIeYeHHs]  TOCJIe JIEYeHUsT 10 JIeYeHHs] IOCJIe JIeYeHHsT [0 JIeYeHHs1 TOCJIe JIeYeHHs.

JlumbonponudeparuBHble 32001€BaHUST 10 88 120 2,95 3,8 8 16

Mnuonaruyeckuii Muenopuodpo3 11 92 119 3,02 3.8 8 20

MJIC/Amnactuyeckast aHeMUsT 5/2 72 106 2,5 3,15 6 23

HUTOro 28 90 115 2,9 3,7 7 20

B otnenenun xumuotepanuu POHLL um. H.H. Broxuna
PAMH otmeuena obuias 3heKTUBHOCTD JIeYeHUS MTOCTI M-
TOCTATUYECKOM (C TIpernaparaMy TUIATUHBI) aHeMUU DTIpeK-
coM B 71,8% ciyyaeB 1 BbIsIBJIeHA 3HAUUTEIbHAS] TEHACHIIUS
K YBEJIMYEHMIO BBDKMBAEMOCTH TaiueHToB [10].

Jannbie o geyeHuu DI1O GOJbHBIX MHOXECTBEHHOM
muenaomoir (MM) u xpoHudyeckum MuenofeiikozoMm (XMJI)
TIPUBOIATCS B paboTe COTPYAHUKOB MPKYTCKOTO MeIMITNH-
ckoro uHcrutyta [11]. AHemust ipy MM Koppuruponaiach
yepe3 4 Henm oT MoMeHTa HazHadeHust DI10. He Gbu10 BHISIB-
JIEHO CHUKEHUSI 3aI1acoB XeJie3a [0 CPaBHEHUIO C KOHTPOJIb-
HOW rpymnmoii. ABTopbl npuMeHsiin Ttepanuio r-HuEPO
u 'y 601bHbIX XMJI B TepMUHAJIBHOM CTaAuU, HO CYIIECTBEH-
Horo 3¢ deKTa He MOTYYWIN.

C.B. Ipumaes u coasrt. [12] (PocHUU remartonorun
U TpaHChY3MONOTUHN) TOMYYWIN AaHHbBIE, MONTBEPXKIAI0-
e 3pdekTuBHOCTL MpuMeHeHuss D110 y GonbHBIX MUe-
JIONUCTUIACTUYECKUMU CUHIPOMAaMH, OCOOEHHO Ha paHHUX
aTarax 3aboJieBaHUs W MPU JUTATETbHON TTOIePKUBAIOIIEI
Tepanuu.

Hamu mposenen anHanmm3 3(pheKTUBHOCTA SITOATHHA
anbda (Drpekc) It KOpPEeKIUY aHEMUH ITPU Pa3IMIHBIX 3a-
00JIeBaHUSIX KPOBETBOPHOI CUCTEMBI.

Jleuenue DnpekcoM moydnan 28 GOJbHBIX — 16 MyXK-
yrH 1 12 XeHIIMH B Bo3pacte 35—78 net. B uccinenoaHue
ObL1M BKJtOYeHbI 10 manueHToB ¢ auMdbonpoandepaTUBHbI-
MU 3a00IeBaHUSMU (XPOHMUECKUI TuMdOoteitkos — 8, muMm-
(oMbl — 2), 11 manmMeHToB ¢ UAUOMATUYECKUM MUET0hr0-
po3oM, 5 ¢ MueaomMcruiacTudyeckuMm cuHapomom (MIC;
pedpakTepHasi aHeMHUsl) M 2 C aIrlaCTUYeCKON aHeMUei.
BonbHbIe TIONyYau JedeHrue COOTBETCTBEHHO YCTaHOBJIEH-
HoMmy auarHosy. [lpu numdbonponudepaTuBHbIX 3a00J€Ba-
HUAX 3T0 06N X10pOyTHH, cxeMbl COP u CHOP; ipu unm-
omaTuyeckoM Muenodpubdbpoze — mHTepdEepoH-o. U TUAPO-
KcuMoueBMHA; 0obHble M/IC LMTOCTATUKM HE MOJIydasiu.
Jlo HasHayeHusi r-HUEPO 14 GoybHBIX TTOJy4Yaaud TeMo-
TpaHchy3uu.

Onpekc npumeHsiu B 1o3e 10 000 ME 3 pasza B Henento
TTOJTKOXHO B TIEPUOJIE JICUSHUST B CTAIlMOHAPE I aMOyJIaTop-
HO. Y Bcex O0JIbHBIX Ha (POHE JICUSHMST DTIPEKCOM YPOBEHbD ChI-
BOPOTOYHOTO XeJje3a U (peppuTHHA ObUT B TIpeeiaX HOPMBI.

Pesynbrarthbl Tepanuu rpeacTaBieHbl B Ta0I. 2.

Ha ¢one tepanuu yxe yepe3 7—10 gHeit MHOrre 00J1b-
Hble OTMeYalu YMEHBIIeHUe CJIabO0CTH, YIydIIeHUe CaMo-
YYBCTBUSI U MOBBILIEHUE PAOOTOCITOCOOHOCTH.

Bo Bpemst mpoBeieHUST Tepariy B CBSI3U C TTOBBIIICHN-
€M YpOBHSI TeMOTIJI00MHA, COMTPOBOKIABIIMMCS YIYIIIEHUEM
CaMOYyBCTBUSI, TIEpeJMBaHUS SPUTPOLIMTOB OBbLIY MpeKpalie-
Hbl 'y 10 13 14 60JIbHBIX. Y OCTAbHBIX OOJIbHBIX, MOTYYaBIINX
JIOHOPCKHE IPUTPOIIUTHI, YETKO IMPOCIICKMNBATACH TEHACHIIVS
K CHIKEHUIO TTOTPEOHOCTH B 3aMECTUTEJIBHBIX TeMOTpaHChy-
3UAX (OTMEUAJIOCh YMEHBIIICHUE YACTOThI X ITPOBEICHMST).

Y 5 manueHTOB 4epe3 4 Helo OT Hauyaja Teparuu ypo-
BEHb TeMOIJIO0MHA TOBBICUJICS MeHee yeM Ha 10 r/1, uro
SIBWIOCh TOKa3aHWEM [UJIsl YBEJIMYEeHUs J03bl DIpekca 10
20 000 ME 3 pa3za B HeneJo.

HexenarenbHble 3gdexTbl oTMeueHbl y ABYX OOJIb-
HBIX — apTepuaibHasl TUTICPTEH3Us] U OTEKHU, YTO TPUBEIIO
K OTMEHE TIpernapara y OMHOTO OOJIbHOTO.

TakuMm 00pa3zoM, MpoBeIECHHOE HAMU UCCJIEI0BAHUE, BO-
MEePBbIX, JEMOHCTPUPYET 0€30MaCHOCTh MCIOJb30BaHUS
r-HuEPO (B TOM unciie y NalMeHToB ¢ BOBJICUYEHHUEM B OITyXO-
JIEBBII TIPOLIECC MUEIOUIHOTO POCTKA KPOBETBOPEHMUSI), BO-
BTOPBIX, YKa3bIBaCT Ha €T0 BBICOKYIO 3(h(PEKTUBHOCTD TPU Te-
MaTOJIOTMYECKMX 3a00JIEBaHUSIX, TP KOTOPBIX BO3MOXKHOCTD
YMEHBILIEHUSI BbIPaXXEHHOCTH aHEMMM SIBJISIETCSI Cepbe3HOM
npobsiemoii. KpoMe Toro, yMeHblIeHUE WU MOJHOE MpeKpa-
IIeHNWe TIepeJIMBAHMIA SPUTPOLIMTOB MTO3BOJISIET CHU3WUThH PUCK
W3BECTHBIX TpaHC(]Y3MOHHBIX OciIoXHeHWi. Hemocrarouno
JUTMTENTBHBIN TIepros, HAOMIOACHNS 3a TIAllMeHTaMU, OTBETUB-
mmMu Ha Tepanuto r-HuEPO, roka He mo3BosisieT cienaTth coo-
CTBEHHbIC 3aK/IIOUEHHUs O BIMSIHUM MpernapaTa Ha BbDKUBae-
MocTb. HabmmoneHue 3a 3TUMU GOJIbHBIMU M IIPUMEHEHUE DI-
pekca Tipy 3a00JIeBaHUSIX CUCTEMbI KPOBU OYIYT MPOIOJDKEHBI.
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TAMENAA AHEMUA HEOBbLIYHOTIO FEHE3A
Y 60JIbHOH AUCCEMHUHUPOBAHHBLIM PAKOM HENVAKA

H.B. XKykoB

@edepaﬂbﬂbtﬁ Hay‘tHO-KJlLlHH‘teCKul:Z uenmp demckoii eemamonocuu, OHKoA02UU U UMMYHOA0cUU

Onucanue cayuas. Y nayuenmku 27 nem, cmpadaioueii OUCceMuHUpO8aHHOl A0eHOKAPYUHOMOLL JcenyOKa, GbiA6AeHA eny00Kas AHeMUs, eeHe3 KOMo-
poii Hesicer. [Iposederue eemompancgysuii npuBOOUM K OMCPOHEHHOMY 6HYMPUCOCYOUCHIOMY 2eMOAU3Y Nepeausaemvix spumpouumos. llpedcmaegnensi
onucanue JugpepenyuanbHo-0uasHOCMU4ecK020 NOUCKA, AHAAU3 OUACHOCMUMECKUX OUUOOK, QONYUEHHbIX 8 €20 npoyecce, U AUMepamypHsiii 0030p,
NOCBAUIeHHYIIL BbIAGNCHHOMY BUDY AHEMUU.

Karoueevie caosa: adenoxapyunoma sxceayoka, OUcCeMUHUPOBAHHbI PAK, 2eMOMPAHCHY3UU, 6HYMPUCOCYOUCbLI 2eMOAU3, MUKPOAHSUONAMUYECKAs
2eMONUMUHECKAs AHeMUs
SEVERE ANEMIA OF UNCERTAIN ORIGIN IN A PATIENT WITH ADVANCED GASTRIC CANCER

N.V. Zhukov
Federal Children’s Hematology, Oncology and Immunology Center

Case report of severe anemia of unknown origin and delayed intravascular hemolysis of transfused blood products in 27 years old female patient with stage

1V gastric adenocarcinoma. Article presented diagnostic process with mistakes analysis and literature review.

Keywords: gastric adenocarcinoma, metastatic cancer, blood transfusion, intravascular hemolysis, microangiopathic hemolytic anemia

CorjacHO TIpMHIIMIIAM J0Ka3aTeJbHOW MEIWIIMHBI,
omnucaHue ciyyas (case report), 4eM, COOCTBEHHO, U SIBJISI-
eTcsl dTa CTaThsl, — HauboJiee «CIabblii» YPOBEHb J0Ka3a-
TEJBHOCTH MPU BBIOOPE TAKTUKM JICUSHUS WIIM IUAarHOCTH-
ku. OMHAaKO MMEHHO TaKue Cilydyau NaloT Bpady BO3MOXK-
HOCTh TIOYYBCTBOBaTh Ce0SI MPEICTaBUTEIEM TBOPYECKOI
CIIeIMAIBHOCTU, & HEe UCIIOJIHUTEJEM HAalMCaHHBIX KEM-TO
aJrOPUTMOB, TyCKaii M OCHOBAaHHBIX Ha HAOJIONEHUM 3a
COTHSIMM U ThICSTYaMU 00€37TMYCHHBIX OOJbHbBIX.

Kak ykazaHo B OOJIBIIMHCTBE PYKOBOJCTB 1O nudde-
pPEeHUMAIBHOM JIUArHOCTUKE BHYTPEHHUX OOJIE3HEl, Bpau
ITOCTOSIHHO JOJDKEH MCKATh <«30JI0TYIO CEPEOUHY» MEXIY
JIBYMsI TIOIXOJaMM:

— TMONbITKA YJIOXHWTb HaOJI0JaeMyl0 CUTyalluio
B paMKU U3BECTHOTO Kpyra 3a00JieBaHU (MycKail KIMHUYEe-
CKME JaHHBIE COOTBETCTBYIOT M3BECTHOMY IMAarHo3y Ha
40%, ofHaKO APYroro AMarHosa si He 3Haw);

— OITHOBPEMEHHOE BBIIBMIKEHUE IeCSITKA TUTTOTE3 63
ydeTa UX BEPOSITHOCTH.

Haneemcsi, yTo maHHBI TpUMep MO3BOJUT BaM MOTpe-
HUpOBaThcsl B nUbGEepeHIIaTIbHOW JMAarHOCTUKE U TTOMO-
JKET B TaJIbHEHIIeM Jierdye JUarHoCTUPOBATh JAaHHYIO PEIKYIO
MaTOJIOTUIO, HAXOSILITYIOCS Ha CTHIKE ABYX CIEIUATbHOCTEN
(OHKOJIOTHUS M «HEOHKOJIOTUYECKAs» TeMaTOJIOTHSI).

B xonue centsiops 2005 . (29.09.2005) 8 POHL]
um. H.H. bioxuna PAMH (rae no HenaBHero BpeMeHH pa-
0OoTaj aBTOp ATOM CTaTbM) MOCTYINUIA NalMeHTKa Y., 27 Jiet.
[TpumepHo 3a 2,5 Mec 10 3TOro y MalMEHTKU MOSIBUJINCH
U CTaJIM HapacTaTh 0OJM B MO3BOHOYHHMKE, 3aCTaBUBIINE
00paTUTbCA B TPaBMATOJIOTUYECKOE OTACJICHUE OTHOM U3
KirHuyeckux 6onpHuL [Tongmockosbd. [1pu o0cnenoBaHumn
ObLIO BBISIBJICHO MeTacTaTUYecKoe MopakeHue MO3BOHKOB,
MeyeHu, 3a0pIOIMHHBIX JUMGbOY3JI0B, JErKUX, YTO U IO-
Cly>Kuio noBoaom st ee rocnutanusdauuu B POHL. Co-
IJIACHO BBIMTACKE M3 HAIPABUBILETO YYPEKICHUS, COCTOS-
HHe 00JIbHOM Ha MOMEHT €€ TTpeObIBaHMSI B CTAlIMOHAPE OBbI-

JIO CpeiHel TSKeCcTr, OCHOBHBIMU Kajo0aMu SIBIISLIUCH 00-
JIA B IO3BOHOYHUKE U YMEPEHHbIE HEBPOJIOTHUYeCKe Hapy-
LIeHUsI, 00YCIOBJIEHHbIE MATOJOTUYECKUM MEPETOMOM I0-
3BOHKOB. B KJIMHMYeCcKUX aHaiM3ax KpoBU (TIOCIETHUI 13
KOTOPBIX OBLT B3SIT TIPUMEPHO 3a | Mec O TOCTYIUICHUS
B POHII) ypoBeHb remoriobuHa coctasisut okono 100 /.
N3 comyrcTBytomumx 3abosieBaHUit oOpalaia Ha ceOsl BHU-
MaHue siI3BeHHas 6osie3Hb Xkenaynka (¢ 2002 r.) B cOCTOSTHUM
pemuccuu. Hanuuue ajaiepruyeckux peakuuii manueHTKa
oTpuIlayia, reMoTpaHCcy3uil paHee He TToJTydasa.

[Tpu nocrymienuu B POHLL nononHutensHo K 60Je-
BOMY CUHIIPOMY ¥ YMEPEHHBIM HEBPOJIOTMYECKNM HapyIIe-
HUSAM y OOJIbHOI OTMeYanach BhIpakeHHasi ¢1aboCTh, TIPH-
YUHOI KOTOPOI1 OblIa pe3Kasi aHeMusl (YPOBEHb FreMOTJIO0M -
Ha — 40 r/n'"). CocTosiHUe 6OJIbHOI PacLiEeHMBAJIOCh KaK Tsi-
xesoe. B 6iukaiiiiee mocie nocTyrnjieHus BpeMst Oblia Bbl-
sIBJIeHa TepBUYHAsI OTYXOJIb — HU3KonuddepeHImpoBaH-
Hasl aJeHOKapIIMHOMA KeJTyaKa ¢ HaJIMYMeM TepPCTHEBUI -
HBIX KJIETOK U TIpU3HaKamu cau3eobpazoBanust. KnuHuue-
CKUIi TMarHo3 Ha MOMEHT OKOHYaHUs 00CIeTOBaHUS 3BY-
yaj cieayroiuM obpasoM: pak xeayaka TxXNxM1 (IV cra-
nvsi). MeTacTasbl B Ie4eHb, 3a0pIOIIMHHBIC U HAJIKITIOUNY-
Hble JIUM@OY3Jibl, TUM@POY3Jibl KOPHEH JIETKUX U CPElOCTe-
HUS, SUMHUKU, KOCTH, JIeTKHUe, TUMGpAHTOUT, TBYCTOPOH-
HUM MIeBpUT, acCUUT. KOMIPECCMOHHbBIN MEPETOM HIEHHBIX
MO3BOHKOB.

Hecmotpst Ha cTosib 3HAUUTENBbHBIN 00bEM OIMyXoJIe-
BOTO TIOPaKeHUsI, OCHOBHOI TPUIMHOM TSIKEJIOTO COCTOSI-
HWS SIBJISIACh UMEHHO aHeMUsI, TaK KaK OITyXOJIeBble oYaru
13-3a CBOETO pa3Mepa U MOJI0XKEHMS He TIPUBOIVIIH K CyIIe-
CTBEHHOMY HapylIeHUI0 HYHKIUU KXKU3HEHHO BaXKHBIX Op-

'"Y1o6bl mpu mpoBeneHnr auddepeHIranbHO-1MarTHOCTUYECKO-
TO MOMCKA HAXOAUTHCS B «PABHBIX» C aBTOPOM YCTIOBHUSIX, PEKOMEH/IY -
€M MepPHOANYECKH 3arIsIAbIBaTh B Ta0J. 1—35, B KOTOPBIX TPUBEAEHBI
TOIPOOHDIE PE3yIbTAaThI JA0OPOTOPHBIX UCCIENOBAHUI B AMHAMUKE.
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raHoB. [Ipu cbope aHamHe3a U HU3MKAIBHOM OCMOTpPE AaH-
HBIX 3a COCTOSIBIIIEECSI WJIM IPOAOJIKAIOIIeeCs] MacCCUBHOE
Hapy>XHOE€ KpPOBOTECUEHHUE MOJIydeHO He ObLIO (B aHaMHe3e
ObLI JIMILb OAWH 3MMU30M OTAEICHUS MOKPOTHI C IPOKUIIKA-
MU KpoBu). bosibHast He moJiyyalia mpenapaToB, CIIOCOOHbBIX
BBI3BIBATh aHEMMIO, He OBLIO W JUTUTEIBHOTO HapyIIeHUS
MMUTAaHUSI, KOTOPOE MOTJIO ObI 00YCTIOBUTH BBIPAXKEHHBIN -
¢uuuT ButamMuHa Br, ¢doaneBoil KMCIOTHI WM Xele3a.
[IpoBeneHHass 330(aroracTpoayoeHOCKOTIMSI TaKxke He
BBISIBWJIA TIPU3HAKOB KPOBOTEUYECHMSI, XOTS 1 OBLIO OOHApY-
JKEHO TJIyOOKOe M3bsI3BIEHUE omyxou kenyaka. [To maH-
HBIM YJIBTPa3BYKOBOTO MCCIEHOBAaHUS Da3Mepbl MedeHU
U CeJIe3eHKU yBEeJIMUeHBI He ObUTH.

B cBs3u ¢ rinybokoii aHemuel, COMpOBOXIaBIIENCS
BBIPAXKEHHOI C€lIaboCThI0 W TaxuKapaueit OGoxee 120
yn/muH, 29.09.05 6oabHas nojy4yuiaa TpaHc(y3ulo OTHOMI
03kl HefaBHO 3arotoBieHHoU u3orpynmHoi (0 (I) Rh+)
KOHCEepBUPOBaHHOI KpoBu. [lepenuBaHue mpouuio 6e3 He-
TTOCPENCTBEHHBIX OCTIOKHEHUI, W ecJii Obl He NajbHeuIe

COOBITHS, TO TTOUCK ITPUINHBI aHEMUHU Ha 3TOM, CKOpee Bee-
ro, ObLI ObI 3aKOHYEH: 0€3 JOTOJHUTEILHBIX 00CIeI0BaHU I
MPUYMHONW aHEMHUHU ObUTO ObI TPU3HAHO MTPOTPECCUPOBAHUE
OITyXOJIM KeJynKa (aHeMHUsl XpOHMYECKOro 3aboseBaHus).
Takasi cutyalms JOCTaTOYHO 4yacTo HabjomaeTcs y 00Jb-
HBIX 3]I0Ka4€CTBEHHBIMU OITyXOJIIMH, B TOM YHCJIE U PAKOM
xenynka. OqHaKo YTPOM CIIEAYIONIEeTo 3a reMoTpaHcdy3ueit
IHs (bosiee yeM uepe3 12 4 rmociie TpaHC(hy3nu) y MalueHT-
KA OBLIO OTMEUEHO MOSIBJIEHWE MOYU TEMHO-BHUIITHEBOTO
1IBETa, OTCYTCTBHE MTPHUPOCTa YPOBHS reMorioouHa (49 r/n),
MOBBIIIEHUE YPOBHS OuaupyouHa ¢ 21,5 no 39 MKMoJb/1,
B OCHOBHOM 3a cueT HerpsiMoro (30 MkMo:b/). B ananuse
MouM 1o HeunmnopeHKo 3puUTPOLUTH TOKPBIBAJINA BCE TTOJIE
3peHMs. 3a UCKIIOYEHHEM KpaTKOBPEMEHHOTO TOoabeMa
temrepatypsl Tena 10 38,7°C (30.09.05) apyrux usmMeHeHuit
B 00111eM COCTOSIHMU TallMeHTKU OTMEeUeHO He ObL10. Takke
He ObLJI0 MPU3HAKOB MOYEYHOIN HEJOCTATOUHOCTHU (YPOBEHb
KpeaTMHWHAa ¥ MOYEBHMHBI OCTaBaJICs B Tpeleiax HOPMBI),
KOJIMYECTBO BbIACJISIEMOI MOYM HE CHU3UJIOCH.

Tabnauna 1. Pe3y/tbmambz KAUHUYEeCKUX aHAAU306 KpoeUu nayueHmgKu

ITokasarenn 29.09 30.09 02.10 03.10 04.10 05.10 06.10
[emorno6uH, /1 40 49 75 69 56 42 41
Bputpouutsl, ¥102/1 1,2 1,46 2,54 2,25 1,78 1,44 1,27
Tematokpur, % 12,7 15,0 21,0 19,0 16,3 13,9 12,2
MCV 106 102,9 83 84,2 91,6 96,6 96,3
MCH 33,4 33,7 29,7 30,7 31,2 29,4 32,4
MCHC 31,6 32,8 35,8 36,4 34,1 30,4 33,6
RDW 28,6 28,7 25,1 30,6 35,8 38,3 36,9
HDW 5,55 5,35 5,4 5,56 5,61 5,83 5,455
Tpom6onuTsl, *10°/1 136 106 95 88 110 107 130
Jletikorutsr, *10°/1 17,14 14,38 20,8 12,53 13,7 14,26 30
Hetitpodwsr, *10°/1 12,94 10,1 12,8 9,5 11,7 9,7 22,87
Muenouwnrsr, % H.n. — H.n. 8 H.n. 2 H.o.
Meramuenonutsl, % H.m. 22 H.n. 37 H.x. 38 H.o.
[NanoukosinepHeie, % H.z. 22 H.n. 7 H.x. 38 H.o.
CermeHTosinepHbie, % H.x. 47 H.o. 26 H.m. 26 H.x.
Jlumboumtsr, ¥10°/1 2,1 2,44 6,7 1,63 1,12 0,7 3,79
AHU30LIUTO3 Simima ahehaty AFaFar Sl Sl Sha e
MuKpo1MTO3 ar ar araF aFar AFar arar
MakpouuTos Siis S Arr Siis Sl S
Tunoxpomust Siin S AraE Siis Sl S
Tunepxpomus + — ++ ++ + +
Petukynouutsl, % H.n. 6 H.n. 0,492 H.n. 0 H.n.
Hopmob6iactel, Ha 100 sieiikouuToB H.n. 30 H.n. 27 H.n. 17 H.n.

Ilpumenanue. Tloncyer MUEIOLIMTOB, METAMUEIIOIIUTOB, MATOYKOSIIEPHBIX M CETMEHTOSIIEPHBIX HEUTPOMDUIOB, PETUKYJIOIUTOB ¥ HOpMOG1a-
CTOB MPOBOIMJICS TIPY MUKPOCKOITMK Ma3KOB KPOBU BpauoOM-1ab0paHTOM, OCTabHbIC TaHHBIEC OTPEAC/ISIIUCh aBTOMAaTUYECKUM aHaIn3aTo-
POM KJIeTOK KpoBH. 31ech 1 najee: H.i. — HeT TaHHBIX (TOKa3aTelsib B 3TOT I€Hb HEe OMPEAeIslIn).
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Takoe pa3BUTUE COOBITUII OOYCIOBUJIO HEOOXOIU-
MOCTh TIpOAOJIKeHUS AuddepeHInaTbHO-IUaTHOCTUYE-
cKoro roucka. bojibHas 6bUTa KOHCYIBTUPOBaHA TEMaTOJIO-
oM U TpaHC(PY3MO0JI0roM, KOTOpbIe pacLieHUIN HaOII00al0-
1IMeCsl CUMIITOMBI (AaHEMUS U TeMOJIU3) KaK CJIeCTBUE pa3-
JIMYHBIX TTpUurH. HaGmromaemast y mallMeHTKY aHeMUsT ObI-
JIa paclieHeHa KaK pe3ysIbTaT MeTaCTaTU4eCKOTO TTOPaKeHUST
KOCTHOTO MO3ra (C Y4eTOM JICWKOLIMTO3a CO CIBUTOM BJIEBO,
HOpMOOJIacTO3a U yMEpPEHHOM TPOMOOLIUTOIICHUN).
Jlns moaTBepXKIEeHUs AUarHo3a ObUIM Ha3HAYeHbl TUCTOJIO-
TMYECKOE U IIUTOJOTUYECKOE UCCAe0BaHUS KOCTHOTO MO3-
ra. PazBuBIiasics xxe mociie TpaHchy3Un KIMHUIeCKast Kap-
THHA ObLJIa paclieHeHa KaK «BO3MOXHO ayTOMMMYHHas pe-
aKIMs C pacIiagoM TEePEIUTHIX 3PUTPOLIMTOB», B CBSI3U
¢ 4eM ObLIO PEKOMEHIOBAHO «II€PeIMBAHKE ONHOTPYIIITHOK
SPUTPOLIMTAPHON MAacChl C MOAOOPOM, BO3MOXHO, B YCJIO-
BUSIX OTAEJICHUS] peaHUMaLIUU».

B a1oT e neHb GosibHas OblIa TepeBeieHa B OTIeIe-
HUE peaHMMaluuu W UHTeHcuBHOU Tepanuu (OPUT).
[Mpu mocTyniaeHnn COCTOSTHUE PACIEHUBAIOCh KaK TSIKe-
JIoe, OTHAKO 0e3 CyIIeCTBEHHBIX TeMOIMHAMUYCCKUX CIBU-
roB (Al 120/70 mm pr. cT., YCC 120 yn/mMuH). OT™Mevanach
rurnokcemus (pO: KanuaasspHO# KpoBu 43,8 MM PT. CT.), Ky-
MMPOBaHHAsT MHTAJISIIIMEN KMCIIOpoa Yepe3 MacKy. YpPOBeHb
anektpoautoB (K*, Na*, Cl-, Ca**), nakrara, pH B npenenax
HOpMBI. Takke ObIO OTMEUEHO CHUKEHHUE TeMIla INype3a,
OlHAKO Ha (hOHE TUApATAllMOHHOM Teparmuu 6e3 JOMOJHH-
TEJbHOTO BBEJCHUS AUYPETUKOB OBLIO MOTYYEHO T0CTATOU-
Hoe KonyecTBo Mouu. bonbHast Haxoaunack B OPUT B Te-
YeHHe TPeX IHEe, TIe moydnia TpaHCY3HUIo TpeX 103 dpH-
TpOLUTApHON Macchl (670 M) ¢ UHAMBUIYATIbHBIM MO100-
POM, TUAPATALIMOHHYIO TEPAITHIO U IEKCaMeTa30H (8 MT/cyT).

TpaHchy3uu 3pUTPOLMTAPHON MacChl TakKe IPOXOIVIN
0e3 HEIMOCPEACTBEHHBIX OCIOXHEHUN M Jaxe MPUBOIWIN
K TOBBILLIEHUIO YPOBHs remoriodouna (90 r/m uyepes 12 4 mo-
cie TpaHc(y3uu ABYX A03 dPUTPOLMTAPHON Macchl). Temn
nuype3a Obul ajiekBaTeH MHGY3UU, OJHAKO TEeMHO-BUIIIHE-
Bast okpacka MouM coxpaHsiiack. K 03.10.05 cyobekTuBHOE
COCTOSIHME TMAIlMeHTKNU HEeCKOJIbKO YIYYIIUIOCh, TeMOIM-
HaMUUYECKME ITTOKa3aTeJIM OCTaBajuCh CTAaOWIbLHBIMHU, CO-
CTaB ra3oB KPOBH MO3BOJIMII OTKA3aThCS OT MPOBEICHUS OK-
cureHorepanuu. boabHas ObLIa mepeBejeHa 0OpaTHO B OT-
JeJIeHUE.

OmHaKo TIPU KOHTPOJILHOM aHaJIM3¢ KPOBU BHOBB ObI-
JI0O OTMEUYEeHO CHIDKEeHHWE YPOBHSI TeMorjobuHa mo 69 r/m.
[Ipu amexkBaTHOM TeMIle OUype3a, HOPMAJbHOM YpPOBHE
KpeaTUHMHA ¥ MOYEBMHBI COXpaHsUIach TeMHas OKpacKa
MOYM, OTMEUYEHO JajbHelilee HapacTaHUe YPOBHS OUIUPY-
OuHa (B OCHOBHOM 3a CUET HenpsiMoro). JIornojJHUTeIbHbIE
aHaJIM3bI BBISIBWIIM 3HAYUTEIBHOE TTOBBIIIICHNE YPOBHST CBO-
60THOTO TeMOrJo0MHa B CHIBOPOTKE (2,2 T/ TIpU HOpMeE
0,13—0,35 r/n). A Bot ipo6sr Kym6ca u pe3yinbraThl uccie-
IIOBaHNSI KOCTHOTO MO3ra OKa3ajJMCh OTPUIATEIbHBIMU
(MpU3HAKOB MMMYHHOTO TreMOJu3a M MeTacTaTUYeCKOro
MopaxeHusi KOCTHOTO MO3ra BbIsIBJIeHO He 0bL10). KoHcu-
JIUyM (B COCTaB KOTOPOTO BXOIWJIM Bpayul pa3IWIHBIX CITe-
IMAJILHOCTEN, B TOM YHCJIe PEeaHMMAaTOJIOTH, OHKOJIOTH,
TpaHCY3MOJIOTH, TEMATOJIOTH) PACLECHU HAOII0IaI0Ty0-
Csl KApTUHY KaK TeMOJIn3, OMHAKO He MPEATTPUHSLI TTOMBITOK
IJIS BBISICHEHMS €ro MPUYMH U PEKOMEHIOBaJI JUIIb Tepa-
MU0 KOPTUKOCTEepouaaMu (T.e. JeueHue, B OCHOBHOM Ha-
MpaBJieHHOE Ha UMMYHHBIN remMosin3). Takxke OBIIIO peleHo
MPOBOIUTH TeMOTPaHCOY3UM JIUIIb 110 BUTATHHBIM TTOKa3a-
HUSM TIpM JaJIbHEUIIIeM CHUKCHUU YPOBHS TeMOTJI00MHA,

Ta6muua 2. Pesyasomamuv 6uoxumuveckux aHairu3o8 Kpoeu nayueHmgu
IToka3sarenn 29.09 30.09 03.10 04.10 05.10 06.10
[mroko3a, MMOJIb/JT 4,5 5,7 5,2 6,1 7,3 6,9
KpeaTnHrH, MKMOJIb/JT 68 71 71 75 92 81
MoueBuHa, MOJIb/JT H.x. H.x. 7,8 8,7 b 11,5
BunupyouH (MKMOJIb/7T) 21,5 39 76 64,5 47,7 62,3
TIPSIMOiA H.m. 9 9 16,4 15,1 21,8
HETIPSIMOii H.x. 30 67 48,09 32,6 40,5
Benok, r/n 67,6 64 65,5 H.n. 70,4 66,2
AnbOYMUH, T/ 28,5 H.n. 28,3 H.n. 35,3 39,7
AJIT, ME/n 80,5 70,9 57,3 94,6 347 255,4
ACT, ME/n H.n. H.n. 256 413 148,1 102,8
JAT, ME/n H.x. H.n. H.n. 5503 H.n. H.n.
md, ME/n 381 487 497 402 493 H.n.
Harpwii, MoJb/ H.n. 137 H.n. H.n. H.n. 135,5
Kamii, MMoJTb/m H.m. 3,91 H.n. H.n. H.x. 4,62
Kambruit obumit, MMOJTb/JT 1,92 1,9 1,94 H.n. H.n. H.n.
XKeneszo, Mmoib/n 31,5 H.n. 25,2 H.nm. H.n. H.n.

Ilpumenanue. AJIT — ananunamunotpancdepasa, ACT — acnmapraramuHoTpaHcdepasa, JIIT — nakratnerunporenasa, L® — mienounas

docdarasza.
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¢ moadopoM 1o (HEeHOTUTTY U OTHOBPEMEHHBIM ITPOBEICHU -
eM reMo(UIbTpaInui.

K coxanenuro, 3HaYNTEIbHOE CHUKEHUE YPOBHS Te-
MorjaobuHa (oo 5,6 r/J1) MPOU30LUIO YXe Ha CIeAYIOLIUiA
neHb (04.10.05). B aToT AeHb ObLJIO TIPOBEACHO JHUIIbL 2 KOH-
cunryma. Ha ToT MOMEHT HaMm ObLT HETTOHSATEH T'eHe3 aHe-
MWU 1 HaOJII0IaeMOT0 TeMOJTN3a MTePeTMBaeMbIX PUTPOIIH -
ToB. OIHAKO OBIJIO OTMEUYEHO, YTO PSII MPU3HAKOB HE 1103-
BOJISICT «yJOXUTb» HAOIIOMacMyl0 KapTUHY B CTaHIApTHHIE
paMKu (MpUYMHA UCXOTHOTO PE3KOT0 CHUXKEHMS YPOBHSI I'e-
MOIJIOOMHA, OTCYTCTBUE XapaKTEPHbIX KIMHUYECKUX CUM-
IITOMOB TeMOJI3a, OTCPOYCHHOE ero TMOosIBJIeHUEe Tocie Ka-
XA0i TpaHchy3um). Takke HEMOHATHBIM OCTABAJIUChH OT-
CYTCTBHUE IMOYEYHOM HEAOCTATOYHOCTH, 3HAUUTEJIBHOTO 10~
BBIILICHUS YPOBHS OMIMPYOMHA U 3JIEKTPOJIUTHBIX CIBUTOB,
HECMOTPSI Ha OOJIbIIONH O0BbEM IeMOJIM3MPOBAHHON KPOBU
(3a 4 1HS pa3pyLICHUIO MOABEPIIOCH 4 103bl SPUTPOLIATAP-
HOM MaccChl), HAJIMIMe SPUTPOIIUTOB 1 MX 0OJIOMKOB B MOYE.
O HesSICHOCTHM AMarHo3a aBTOpP YECTHO MPU3HAJICS B 3aITUCH
KOHcWInyma. BTopoit KoHcwIMyM cues, 4To y OOJbHOI
«rJIyOoKass aHeMMsI, TeHe3 KOTOpPOii, IMO-BUAUMOMY, CMe-
IIAHHBINA (MeTacTa3bl aJeHOKAPLIMHOMBI B KOCTHBII MO3T,
ayTOMMMYHHBIi1)». BblI0 peKOMEHIOBAaHO YBEIWYUTH 103y
KOPTHUKOCTEPOUJIOB.

Ha cnenytomuii nexs (05.10.05) ypoBeHb reMorioou-
Ha CHU3WJICS 10 KPUTUYECKOTO (42 1/11), 4TO OTpeboBao
MpOBeIeHUs TpaHC(HY3UU IPUTPOLIUTAPHON Macchl Ha (hoHE
remoduabTpaliuu (1o 3apaHee HaMeYEeHHOMY ILJIaHYy).
Bo Bpems remodunsrpanuu Obuio yaaaeHo 2,0 i1 yabTpa-
(ursTpaTa TeMHO-KOPMYHEBOTO 11BETa, BbIneaeHo 1,3 1 Mo-
gy, UHby3us cocrasuia 4,6 i1 (1,8 1 M30rpyIimHoOM cBeXe-

Ta6numa 3.
IToka3zarenn 03.10
IIBeT KpoBasblii
ITpo3payHocTh Henonxast
VienbHbli Bec 1015
Benok (mpomuiiie) 4,0
JleiiKoIuThl Jlo 30
DPUTPOIUTHI 8—10
LMnvMHApBI THATMHOBBIE 150—200
LmnmmHIphI 3epHUCTDIE 0
Cnusp MHoro
bakrepun MHoro
JlaHHBIE aBTOMATUYECKOTO aHAIM3aTOpa
Bunupyoun MHoro
DPUTPOLIUTHI, KIETOK/MKJI 200
pH 7
Benok, r/n >3
YpoOUIMHOTEeH, MOJIb/JT 66

JIeiKOIUTHI, KIETOK/MKJT 125

3aMOPOXEHHOI M1a3mbl, 1 1o3a nogodpaHHol Mo HeHOoTH-
ITy 3pUTPOLIUTPAPHOI MACChl, KpUCTAIOUAb ). OIHAKO IO~
clie TIpoleayphl OBLIO BBISIBIEHO HapacTaHWE TeMoJm3a
(cBOOOMHBII TeMOIIOOMH CBHIBOPOTKU 6,54 1/, mpupocra
reMorjoouHa oTMeuyeHo He 6buto — 41 1/1). B Moue, mony-
YEeHHOI B TIpoIlecce MPOLEeAyphl, — OOJIOMKU 3PUTPOIIUTOB
B OTPOMHOM KOJIMYECTBE (0CaIOK).

YuuteiBasi, 4To HabIIOgacMas KIMHWYECKash KapTUHA
BCE MEHbIIIE «YKJIaIpIBaJlach» B paHee MOCTaBJICHHBIC T1ar-
HO3bI, HAMU ObUT MPOBENEH JMUTEPATYPHBINA MOUCK, KOTO-
PbIii 1OCTaTOYHO OBICTPO Naj pe3yabTar. OnucaHHasi B KHU-
re Wintrobe’s clinical hematology (10th ed., 1998) mMukpo-
aHTHoOMaTHIecKas TeMOJIMTUYecKass aHeMmusl (microangio-
pathic hemolytic anemia — MAHA), B oTimume oT Bcex pa-
Hee BBIIBUIABIIMXCS JUATHO30B, Ha 95% coBmamajia ¢ Ha-
OJ1I0gaeMOM KIIMHUYECKOW KapTUHOMA.

K coxaneHuto, eIMHCTBEHHBIM METOAOM JIEUEHUS
NAHHOM IaTOJIOTUU SIBJISIETCST TpoBeneHue 3(hdeKTUBHON
IMPOTUBOOTYX0JIEBOI Tepanmuu (0 4eM OyAeT cKa3aHo ja-
Jiee). YUUTHIBas TSKEJIOe COCTOSTHUE M HUBKYI0 XUMHOUYB-
CTBUTEJILHOCTD paKa XeJyaKa, MalMeHTKa Oblia Mpu3HaHa
MHKYpaOeIbHOI U BhIMKMCAaHA U3 CTallMOHapa IS MpoBene-
HUSI CUMITOMATUYECKOTO JICUCHHUS.

MAHA mnpencraBiasieT co00i CUHAPOM, MPOSIBISIIO-
[IUIiCsT BHYTPUCOCYANCTON (pparMeHTalrieil 3puTPOIIUTOB,
pa3BUBaOIICiics B pe3yJIbTaTe 3TOT0 aHeMUe 1 1abopaTop-
HBIMU TIpM3HaKaMu remosn3a. OTIUYUTETbHBIM TpU3Ha-
koM MAHA saBnsiercst To, UTO (hparMeHTalUsi SPUTPOLIMTOB
MPOUCXOIUT 3a CYET Pa3TUYHBIX BUIOB «MEXaHUYECKOTO»
BO3IEMCTBMS Ha HUX (MOBBIIIEHHOE BHYTPUCOCYINCTOE Na-
BJIeHUE, U3MEHEeHUe MPOCBeTa U KOHOUTYpaIlluM COCYIOB,

Pe3yﬂbmambl KAUHUYECKO020 U OUOXUMUYECKO20 AHAAU3A MOYU nayueHmkgku

04.10 05.10 06.10
H.n. H.n. H.n.
H.n. Henonnas Henonuas
H.n. 1020 1015
H.n. 3,8 5,0
H.n. 7—10 0—1
H.n. 3—4 1-2
H.n. 0 0
H.n. 6—8 2
H.n. Her Her
H.n. Her Her

Mmuoro H.o. H.o.
200 H.o. H.o.

7 H.n. H.n
>3 H.n. H.n.
66 H.n. H.n.
125 IRl H.n.
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Tabnuua 4. Pesyasvmamuv koaeyroepammol nayueHmku

Ilokasarenn 29.09 04.10
DubpuHoreH 278 338
IIporpoMOMH 61 43

PKM® 5T1aHO/I0BBIN TECT CabomOI0XUTEIbHBIN Pe3ko monoxuteabHbII
MekyHapoaHOe HOPMAJIM30BaHHOE OTHOIICHUE H.n. 196
TTpoTpoMOGUHOBOE BpeMst H.n. 22

«pa3pe3aHue» HUTIMU GubpuHa u 1.0.). MAHA saBasiercs
KpaliHe peqKuM CUHIPOMOM, OIHAKO MOXKET HaOII0MaThCs
MpU LEJIOM psifie 3a00JeBaHUI M MATOJOTUYECKUX COCTOSI-
Huii (Tabi. 6).

Heob6xoaumo 3Hath, yto MAHA MoxkeT BcTpedaThest
Kak B BUJIE CAMOCTOSITEIbHOTO CHMHIpPOMa (ITPU 37I0KAYeCT-
BEHHBIX OTYXOJISIX), TaK W KaK YacTh IPYTUX CUHAPOMOB
(TpoMboTHYecKass TPOMOOLIUTOTIEpUYECKas TTypITypa, TeMO-
JuTudeckuit — ypemudeckuii cunapom, HELLP-cunnpom),
MPU KOTOPBIX TOTMOJHUTEIBHO HAOMIOAAIOTCS ApyTUe maTo-
JIOTUYECKHE MPOLIECChl (TPOMOOLIMTONEHMSI, TOYeyHasl He-
JMOCTaTOYHOCTbh, IMOBBIIICHWE AKTUBHOCTM TpaHCAaMHWHa3
¥ T.J.). YUUTBHIBasl, YTO HAllla CTAThsl MTOCBSIIEHA UMEHHO
MAHA npu 3710Ka4eCcTBEHHBIX OMYXOJIsIX, MbI HE Oy1eM IO -
pOOHO paccMmaTpuBaTh Apyrue 3a0ojieBaHUS, TTPU KOTOPBIX
BCTpeyaeTcsl TaHHBI BUI aHEMUU.

B «uucrom Bune» MAHA Haubosee yacto Habona-
€TCs1 Y TAllUeHTOB C TMCCEMUHUPOBAHHBIMY 3JI0KAYECTBEH -
HBIMU OITyXOJIsIMU [2—4], omHAaKO 00IIast YacToTa pa3BUTHUS
3TOTO BHIIa aHEMUHM KpaliHe HeBennKa — 8 u3 3200 mauneH-
TOB B OJITHOM U3 TIIATEJIbHO OPTAaHU30BAHHBIX KIIMHUIECKUX
ucclienoBaHmii [5].

W3 310KkauecTBeHHBIX omyxojieii MAHA uaiie Bcero
BCTpeuaeTcsl Ipu pake xenynka [2, 3]. B Haubonee kpyn-
HBIX 0030pax, TOCBSIIEHHBIX JaHHON TTpobiemMe, OOTbHEBIE
pakoM xejynaka coctaBisuid 52%, Apyrue Omyxoiu ObLIH
MpeACTaBIEHbl PAKOM MOJIOYHOI Xene3bl — 13—14%, jer-
kux — 10%, nomxenynodHoi xenessl — 6%. OcraBLIylocs

JIOJTI0 COCTaBWJIA METacTa3bl OIyXOJTU 0e3 BBISIBICHHOTO
MEePBUYHOTO oYara, pak IpeacTaTeIbHOM XeJie3bl, TOJCTOM
KWIITKH, TIEYEHU U 3JT0KAYECTBEHHBIE OIMYXOJIHM APYTUX JOKa-
J3aluuii. BoJbIIMHCTBO OIyX0Jeil, acCOLMUPOBAHHBIX
¢ MAHA, sBisiioTcs aigeHOKapLMHOMAaMU CO CIM3e00pa3o-
BaHueM [3—5], onHako BcTpevaloTcss U UckiaodeHust. U3-
penaka dparMeHTauusi 3putpouutos no tuny MAHA Ha-
omomaeTcsl TIpU TOOPOKAYECTBEHHBIX OIYXOJSX Tasza, Ie-
MaHTMOMaxX WJIM 3JI0KAaYeCTBEHHBIX OIMYXOJISIX (HAIpuUMep,
TUMOMax) 6e3 OTIaJTeHHBIX METACTa30B.

Hauano remojin3a oObIYHO BHe3aImmHoe (ObICTpoe), ero
BBIPDAXXEHHOCTh — 3HAUYUTeNbHas. B HEKOTOpBIX cClrydasx
TpeOyeTcst TpaHCdY3UsT HECKOJIBKUX eIUHUI] SPUTPOILIUTAP-
HOI Macchl B CYTKH JUISI TTOAAEP>KaHMST 0€30ITacCHOTO YPOBHS
reMoryioouHa [2, 4|. DTo CBUAECTEIBCTBYET O TOM, YTO FeéMO-
ausy 1o Tuny MAHA noaBepraiorcst U nepeauTbie JOHOP-
CKHE€ PUTPOLUTHI. B OJHOM TIATEJbHO MOATOTOBJICHHOM
0030pe 55 ciyyaeB MAHA cpenHuii ypoBeHb reMorjioonHa
y 6onbHBIX B 1e6tore MAHA coctasisn 74 t/n [2]. [paktu-
YeCKM BceTda MPUCYTCTBYET PETUKYJIOIMTO3, OTHAKO €ro
HaJM4ue TO3BOJISIET JIMIIb 3aIT0J03PUTh FEMOJIU3, HO HE SIB-
JIsieTCsl MaTOrHOMOHMYHBIM it MAHA, Tak Kak MOXeT
ObITh O0YCJIOBJACHO APYTMMU MPUYMHAMU (aHEMUST XPOHU-
yecKoro 3abosieBaHUs, JelikemouaHas peakius) [S]. Hop-
MOIINTO3 (JICUKOPUTPOOIACTO3) B TIepruepuIeCKO KPOBU
HaOIoMaeTcsl MIPUMEPHO y TpeTH NaiueHToB [2]. Hanuuue
(bparmMeHTaUUM SPUTPOLIUTOB MOXKET OBITH MOATBEPKAECHO
oOHapyKeHHeM B Ma3Kax KpPOBU LIMCTOLIMTOB U OOJIOMKOB

Tabnuua 5. Peszyromamo muenoepammor om 03.10.05 (npueedenvr vacmuuHno)
ITokasarenn 3navenne Hopma
MuenokapronuTsl, 10°/MKIT 55
MerakaproIUThI B 10cTaTOYHOM KOJIMYECTBE
Bnacrer, % 0,2 0,2—0,6
IMponopmo6GacTer, % 0 0,2—1,1
Hopmoo6iactsr, %
06a3odmIbHbIE 1,4 1,4—4.,6
TIOJIUXPOMATO(UITbHBIE 15,0 8,9—16.,9
OKCH(UIBHEBIE 40,2 0,8—5.,6
WMHpaekc co3peBaHms KIETOK 0,3 0,7—0,9
Jleiiko3puTpo6IacTUYeCKOE COOTHOIIIEHNE 0,6 2,1—4,5

3akarouenue: rpaHyIONIUTAPHBIN POCTOK CyXeH U cocTasisieT 34,2%, onyxoJieBble KIETKU He HaliIeHbI
|
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SPUTPOIMTOB. YacTo oTMedaeTcss U TPOMOOIIMTOIIEHUS pa3-
JIMYHOI CTeNeHW BbIpaXXeHHOCTU. [Ipu3HaKuM Temosn3a
BKJTIOUAIOT TUTIEPOMINPYOMHEMHIO (B OCHOBHOM 3a CUET He-
npsiMoro OunupyouHa), mosbiieHue ypoBHsa JITIA (JIAT'1
u JIAI2 1305H3UMOB), CHUXKEHHBIN YypPOBEHb ranTorjioou-
Ha. [IprMepHO y MOJTOBUHBI TTAIIMEHTOB OTMEYaloTCs J1abo-
paTopHBIC U/WIK KIMHAYECKUE TTPU3HAKU CUHAPOMA TUC-
CEMMHUPOBAHHOTO BHYTPUCOCYIMCTOTO CBEPTHIBAaHUS
(ABC-cunmpom) [2, 6, 7], y HEKOTOPBIX OOJIbHBIX OTMEYAET-
cs KpaiiHe BbICOKas CTeleHb Karaboju3ma (puOpuHOreHa
(d-mumep, POMK) [3, 8]. TakKe HepeaKO BBISIBJISIETCS Te-
MOTJIOOMHYPUSI, Y HEOOIBIIIOW O TTAllMEHTOB — TeMarTy-
pYsl U/WJTU IPOTENHYPHsl. Y HEKOTOPBIX MAIllMeHTOB HabJTIO-
JIaeTcs He3HauyMTeJbHas a30TeMUsl, OJHAKO TOoYevyHas He-
JIOCTaTOYHOCTh HexapakTepHa it MAHA, accoumupoBaH-
HOI CO 3JI0KayeCTBEHHBIMHU onyxossimu [4]. MccnenoBanue
KOCTHOTO MO3ra OObIYHO BBISIBJISIET TMUIIEPILIA3UI0 3PUTPO-
HIHOTO POCTKA U HOPMaJIbHOE WJIM YBEJTMISHHOE YHCIIO Me-
rakaprouuToB [4]. ¥ 60% GOJbHBIX MPHU TIIATEIBHOM HUC-
CJIeJIOBAHUU B KOCTHOM MO3T¢ OOHApYXXMBAIOTCSI OITyXOJie-
BbIC KJIETKU [4].

Ha momeHT mnuarHoctuku MAHA y GosibLIMHCTBa
OOJIbHBIX MMEETCS PacIpOCTPaHEHHbI OMYyXOJEBbIN MpPO-
1ecc. MoryT oTMeuaThesl U3bSI3BICHUS OMYXOJIH, KPOBOTE -
YeHWS U3 Pa3IMYHBIX 00J1acTeli, B YaCTHOCTHU, U3 XKeJyI0u-
HO-KMIIIEYHOTro TpakTa. Kpome TOro, 4acto ormedarorcs
HEBPOJIOTUUECKUE HAPYIICHUS, CXOXHUE C TAKOBBIMU IPHU
TPOMOOTHUYECKOM TPOMOOLMUTONEHUYECKON myprnype
(thrombotic thrombocytopenic purpura, Moshcowitz dis-
ease): TOJIOBHBIE 00JIM, 3aTOPMOKXEHHOCTh, OTJTYIIEHHOCTD,
TeMUTLIETHS, TeMUTIape3, Koma. JlaHHble HapyIIeHUsI MOTYT
CBUACTEIBLCTBOBATh O BHYTPEUYEPEITHOM KPOBOU3JIUSIHUU,
WHOTIA SIBJISIIONIEMCS HETOCPEACTBEHHOM TPUYMHOMI
cmeptH [4].

Y GOABLIMHCTBA MAallMEHTOB (hparMeHTaLUsT IPUTPO-
LIMTOB OOYCJIOBJIEHA UX «pa3pe3aHreM» (GUOPUHOBBIMU HU-
TIMU U HacjJoeHUsMU (UOpUHA, OO0pa3ylIIUMUCS B pe-
3yJIbTaTe BHYTpUCOCYaUCTOro cBepThiBaHms [3]. [Ipenmona-
raeTcsl, YTO JaHHBIM MEXaHM3M OTBEYaET 3a reMOJIU3, Jaxke

eciu yucio GUOPUHOBBIX TPOMOOB MPU AYTOTICUM HEBEIU-
Ko [2]. Kak 6b1I0 cKa3aHO BHIIIIE, OOJBIIMHCTBO MAIlUeHTOB
¢ MAHA uMmeroT MyIMHIPOAYLIMPYIOIINE aaeHOKapIIMHO-
Mbl. [Tpeamnonaraercs, 4To cau3b (MyLUH) HANIPSIMYIO OTBe-
YyaeT 3a MHAYKLUIO BHYTPUCOCYIHUCTOTO CBEpThIBaHUS [3]
MpyY MOMOILIU MEXaHWU3Ma, paHee OMUCAHHOTO in VIfro.

OJHAaKO COMHUTEbHO, UTO TaHHbBIII MEXaHU3M OTBE-
yaeT 3a Bce ciyyan MAHA, accoumnupoBaHHbBIE CO 3JI0Kavye-
cTBeHHBIMU ortyxonsiMu. JIBC Toii niam uHOM cTeneHu 10oc-
TaTOYHO YaCTO BCTPEYAETCs MPHU pake MOIKETYI0YHOM XKe-
JIe3bl, JIETKOTO, TIPeACTaTe/IbHOM XeJie3bl, B TO BpeMsl Kak
MAHA nipu 3THX 3a00JieBaHUSIX BCTpeUyaeTcsl KpailHe peji-
KO, @ OCHOBHOI KOHTMHTEHT 00J1bHbIX ¢ MAHA nipencras-
JieH OOJIbHBIMM pakoM Xxenyaka. Kpome Toro, MAHA Mo-
XKeT HabsoaaTbCs Uy OOJbHBIX 0€3 J1abopaTOPHBIX WU
KJAMHuYeckux npusHakoB JABC unu coxpaHsThesa (M paxke
MPUBOAUTL K CMEPTHU), HECMOTPSl Ha MCUYE3HOBEHUE TpHU-
3HakoB [IBC Ha doHe renmapuHotepanuu. M, HakoHel, ¢hu-
OpUHOBBIE TPOMOBI BCTPEUYAIOTCSl MPU ayTONCUU HE Y BCEX
0o1bHBIX ¢ MAHA, XOTS 3TO MOXeT OBITh OOYCJIOBJIEHO
1 OBICTPBIM (DUOPUHOIN30M T1OCIE CMEPTH.

Bblj10 BBIIBMHYTO HECKOJBKO MPEAIOI0KEHUI, 00b-
SICHSIIOIIMX MeXaHU3M pa3BuTusit MAHA y GoJIbHBIX CO 3710-
KaYeCTBEHHBIMU OIyXOJSIMU. MUKPOCKOMIMYECKUE OIyXO-
JieBble 9MOOJIbI ObUIM OOHApYKEHBbI B JIEFOUHBIX COCYHax
y Tpetu 00JibHBIX ¢ MAHA, mipyyeM y HEKOTOPBIX U3 HUX
Takke HaOJromafach BTOPUYHASI TUIIEPIUIA3UsT SHIAOTEINS
[2, 9]. BpickazaHO MPEANoOJOXKEHHE, YTO MUKPOIMOOIbI
U npoaudepaluss UHTUMbI COCYI0OB TMOBBILIAIOT AaBJIECHUE
B CHCTEME JIETOYHON apTepuu, YTO 3HAUYUTEIbHO YBEINYN-
BAaeT COMPOTUBJIEHUE MPOXOXIECHUIO 3PUTPOLIUTOB 4Yepe3
MHUKPOCOCYIBI JIETKUX W TMPUBOAUT K WX MEXaHUYECKOI
dparmenTanuu [2]. bojee Toro, y HEKOTOPBIX MAlIMEHTOB,
noaBepruiuxcs 0OoJjiee rIyobokoMy oOclienoBaHuO, (par-
MEHTalUsI PUTPOLUTOB MPEUMYLIECTBEHHO MPOUCXOAMIA
WMEHHO B TepMOJ MPOXOXKACHUs 1O cocyaam Jierkux [2].
Takoit MmexaHu3M ObLT OMUCaH U Y OOJbHBIX, HE UMEIOLIUX
OITyXOJICi, HO ¢ aHAJIOTUYHOM Iposindepaneii THTUMBI Jie-
TroYHbIX cocynoB [10, 11].

IIpumepsi

Tabmuua 6. Cocmosanusa, npu komopwolx ecmpevaemcs MAHA [1]
CocrosiHue /3a001eBanmne
bepeMeHHOCTh

Peaxiinsi Ha MeIMKaMEHThI
TpancraHTaus

3JI0Ka4eCTBEeHHBIE OITYXOJIH
[TporpomboTHUecKUe 3a00IeBaHUS
BMmemiarenbcTBa Ha cepale U cocynax

CucremMHbIe 3200JeBaAHMS
COEIMHUTEIbHOM TKAaHU

WMHdeKImoHHbIe 60Je3H1
BHyTtpucocynucTeie yerpoiicTa

TunepreH3ust

Ipesknamncusi, HELLP* cunnpom

LMKII0CTIOPUH, TAKPOJIMMYC, MUTOMUIIMH C, UCIUIATHH, 5-(OTOPYpaIiI, AHTPAIMKIMHBI, TeMapiH

Amno-TKM, conuaHbie OpraHbl

CwMm. naee

[MapokcuamaiibHasi HOYHasi TeMOTIIOOUHYPUST, aHTU(DOCHOTUTTUITHBINA CUHIPOM
AHTUOTUTACTHKA, KATeTePU3aIUsI COCYIOB U TOJIOCTEI Cep/ilia, NIyHTUPYIONIUE OTIepaII

CucremMHasi KpacHast BOJMaHKa, PEBMATOMIHBIN apTPUT, CKIIEPOIEPMUST, KPUOTIIOOY TMHEMUST

J'Ilzlxopam(a CKaJIUCTBIX I'op, CI/I6I/IpCKaF[ sA3Ba, IU3CHTCPUA

HpOTe3I>I KJj1ariaHOB

BripaxkeHHast apTepuaibHasi TUIIEPTEH3USI, JIETOYHAs TUITEPTEH3US

* [eMOJIM3 ¢ IOBBILLIEHHBIM YPOBHEM TPaHCaMUHA3 U CHIDKEHHBIM ypoBHeM TpombouuToB (hemolysis with elevated liver enzyme levels and a

low platelet count).
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ITporHno3 npu MAHA, accolluupoBaHHO ¢ AUCCEMU-
HUPOBAHHBIMM OIYXOJISIMH, B OCHOBHOM KpaifHe HebJaro-
NpusATHBIN. CpenHsas MPOIOJIKUTEIBHOCTh KU3HM TTOCTIe
rnmocrtaHoBkM nuarHo3a MAHA cocrasnsiet ot 3 1o 8 Hen [1,
12]. K coxaneHu1o, 10 HaCTOSIIIEro BpeMEeHU CTaHIapTHOIO
apdexkTuBHOTrO MeToaa jeyeHuss MAHA npu nucceMuHu-
POBAaHHBIX 3JI0KAYeCTBEHHBIX OITyXOJISIX HE CYIIEeCTBYET.
B HeGosbIIOM MCCIEIOBAaHUM Y ABYX M3 CEMU TALIMEHTOB
ObLI OTMEUEH KpaTKOBPEMEHHBIN 3 deKT Ha (hOHE Tepanuu
rerapuHoM [2]. IlpoBenenue 3¢hGhEeKTUBHOM MTPOTUBOOITY-
XOJIEBOU Tepanuu (XMMUOTEparuu WIM TOPMOHOTEpAIINM)
Takke MPUBOAUIO K YMEHblIeHUIo MpossieHuit MAHA.
B cBsI3u ¢ 3TUM MIpoBeeHNe TPOTUBOOITYXOJIEBOM Teparun
pexomeHayetcs nameHtam MAHA nipu ycioBuu, 4To co-
CTOSTHME TIAlIMEHTa W TIpeAriojaraeMasi 4YyBCTBUTEJIbHOCTD
OITyXOJIM TIO3BOJISIIOT HANESIThCsS Ha JOCTUXKEHME MPOTUBO-
OITyX0JIeBOTO 3 peKTa.

Takum o00pa3oM, NMpU PETPOCIEKTUBHOM aHau3e
BHUITHO, YTO y MAITUEHTKU MUMEJINCh BCE TIPU3HAKU, TTO3BO-
JISBIIIME 3aM003PUTh TaHHYIO Tatojoruto. bonbHas cTpa-
Jajla pakoM JXeJyaKa, THUCTOJIOTUYECKM TPeACTaBICHHBIM
aZleHOKapIIMHOMOM co ciu3eobpazoBaHueM. MMenuch me-
TacTasbl B Jerkue. K MoOMeHTy oOpallleHUsl B KIMHUKY OT-
MeyJayiach BhIpakeHHast, ObICTPO pa3BUBIIAsICS aHeMUs 0e3
MPU3HAKOB KPOBOTEUeHUs, AedUIIUTa BUTAMUHOB, MOpa-
JKEHUST KOCTHOTO MO3Ta M T.JI. U ¢ KOCBEHHBIMU MPU3HAKa-
MM COCTOSIBIIIETOCS TeMOJIM3a (PETUKYIOINUTO3, HOpMOOJIa-
cro3). HabmonaBiuuiics Ha ¢hoHe TpaHCy3Uii TeMOIU3 He
YKJIa[bIBAJICSl B KIMHUYECKYIO KapTUHY HECOBMECTUMOCTH
MIOHOP — PEIUITMEHT WX IPYTUX BUIOB UMMYHHOT'O T€MO-
mm3a. OTCyTCTBUE MMMYHHOTO TeMOoJIin3a ObUIO IOTOTHU-
TEJbHO IOATBEPXICHO OTpMUATEIbHBIMU TpobaMu Kym-
6ca. 3aro B kKapTuHy MAHA remonu3s, HaGa0qaeMblii y ma-
LIMEHTKN, MPEKPacHO YKJAAbIBAe€TCS: OTCYTCTBUE IOYEY-
HOW HEAOCTaTOYHOCTHM M KJIMHUYECKUX CHUMIITOMOB, IO-
TPEeOHOCTh B MAacCUBHBIX TpaHcdy3usx (T.e. paspylieHue
TepeTMBaeMbIX IPUTPOIIUTOB). IHTepeCHBIM B TaHHOM Ha-
OJIIOICHUY SIBJISIETCS OTCYTCTBHE MTPU3HAKOB aKTMBHOTO Te-
MOJIM3a Ha MOMEHT IIOCTYILJIEHUsSI OOJbHON B KIMHUKY
U ero Havajao mnocye remorpaHcdysuu. OgHako eciau
BCIIOMHUTb MeXaHU3M remoJin3a rnpu MAHA, atomy Haxo-
IUTCs TpocToe o0bsicHeHre. COOCTBEHHBIE IPUTPOLIUTHI
MalMeHTKN pa3pyliajuch He OJHOMOMEHTHO, a MO Mepe
HapacTaHUs U3MEHEHUS B COCYIaxX, 9YTO OOYCIOBUIIO OTCYT-

CTBUE SAPKUX TMPU3HAKOB TeMmosm3a. [lociie mOCTUMKEeHUS
YPOBHSI TeMoTJI00uHa (B JHaHHOM ciiydae okoyio 40 r/m),
[IPU KOTOPOM PEOJIOTMYECKME CBOMCTBA KPOBU I1O3BOJISLIN
SPUTPOLIMTAM MHUHOBATh IOPaXX€HHbIE COCYIbl 03 IecCT-
PYKIIMM, aKTUBHBII reMosu3 npekpatuics. [1pu obeneno-
BaHWW BBISBJISUTMCH JIMIIb MTPU3HAKKA COCTOSIBILIETOCS TEMO-
nm3a (PeTUKYJIOIUTO3, TUIEPIUIa3usl KPacHOTO pOCTKa,
HopMouLKTO3). [IpoBeneHne TpaHChy3UM YBETUYMIO KO-
YECTBO JPUTPOLUTOB M OJHOBPEMEHHO BSI3KOCTh KPOBH,
YTO MOCTYKUJIO MPUYMHOM JJIsI BO3OOHOBICHMS FeMOJIN3a,
KOTOPBIi, OTHAKO, TIPOTEKaJ Topa3no ObICTpee, TaK Kak Ha
IaHHBIA MOMEHT IaTOJIOIMYECKM WM3MEHEHHBIX COCYIOB
ObLIIO yXe ropasjio 0oJjblle, 4yeM B Jie0loTe 3aboJieBaHUsI.
Ho B ommmume OT MMMYHHOTO IeMOJIM3a, HaOJII0IaeMOro
[IPU HECOBMECTUMOCTU JOHOP — PELMIINEHT, 3PUTPOLIUTHI
JIOHOpPA BCE Xe pa3pyliaJich He OMHOBPEMEHHO, a TOJbKO
10 Mepe TMPOXOXICHUs Yepe3 M3MEHEHHbBbIE COCYIbl. DTO
0OBSICHSIET OTCPOUYEHHOE MOSIBJICHUE NMMPU3HAKOB reMOoIn3a
rocJie TpaHcdy3uii, a TakKKe OTCYTCTBHE ITOYEYHOM Hea0C-
TaTOYHOCTH, HECMOTpPS Ha OOJIBIION 00BEM TeMOJIU3UPO-
BaHHBIX 3PUTPOLIUTOB.

Tak 4yTO e mMmoMeliajo ObICTpPEe IMOCTABUThL Ipa-
BWJIbHBII 1uarHo3? Ha mepBoM aTamne — «IIpuUBBIYKa» pac-
LIEHUBATh JIIOOYI0 aHEMUIO, HE CBSI3aHHYIO C KpPOBOTEYE-
HUEM, KaK acCOIMUPOBAHHYIO ¢ omyxoJyiblo. K coxare-
HUIO, U3HAYAJIbHO HE OBbLIM BBIITOJHEHBI JO KOHIIA Jaxe
MUHHUMAaJbHblE PEKOMEHIALMHU 110 IMAarHOCTUKE aHEMUM
(mpoBeaeHUEe MUKPOCKOIMMU Ma3ka KPOBU IS U3YUCHMUSI
Mopdosorun 3puTporuToB). OXHAKO Haxke IMOCJe IOIy-
YEeHUST 3TUX JAHHBIX UM He ObIJIO MPUIAaHO 3HAYEHUS, TaK
KaK HaOJI0JaBUIMICS TeMOJU3 MEPEIUTHIX IPUTPOLIUTOB
M UCXOIHYIO aHEMUIO OKAa3aJIoCh «ymOOHee» TPAaKTOBAThH
10 OTAEJbHOCTHU, OMMPAsCh HAa XOPOILIO M3BECTHbIE AMAar-
HO3bI (IOpaXkeHHe KOCTHOTO MO3Ta M MMMYHHBIA IeMO-
nu3). He BBI3Ba COMHEHMI U OTCYTCTBHME XapaKTepHOM
KapTUHBI MMMYHHOTO T€MOJIM3a, OTpHULIaTeIbHbIEC TPOOHI
Kym6ca u oTpuiiateibHbIe Pe3yIbTaThl UCCIEIOBAHUS KO-
CTHOTO MO3Ta.

K coxaneHMio, MbI HEe MOXEM IIOCTaBUTb IMAarHO3,
0 CYIIECTBOBAaHMM KOTOPOIO He 3HaeM. B CcBsI3u ¢ 3TUM Ha-
JeeMcs, UTO JaHHasl CTaThs MPO3BYYUT KaK IMPHU3BIB Yallle
HCKaTh OOBSICHEHUSI «HECOOTBETCTBUSIM» MEKILY MPEIIoia-
raeMBIM TMAaTHO30M M YacThI0 HAOI0MaeMO KIMHUYECKOM
KapTUHBI.

1. Tsai H.M. Advances in the
Pathogenesis, Diagnosis, and Treatment
of Thrombotic Thrombocytopenic
Purpura. J Am Soc Nephrol 2003;14:
1072—81.

2. Antman K.H., Skarin A.T., Mayer R.J.
et al. Microangiopathic hemolytic anemia
and cancer: A review. Medicine
1979;58(5):337—84.

3. Brain M.C., Azzopardi J.G., Baker L.R.

et al. Microangiopathic hemolytic anemia
and mucin-producing adenocarcinoma.
Br J Haematol 1970;18(2):183—93.

4. Murgo A.J. Thrombotic microangiopa-
thy in the cancer patient including those
induced by chemotherapeutic agents.
Semin Hematol 1987;24(3):161—77.

5. Lohrmann H.P., Adam W., Heymer B.

NnwrepartTypa

et al. Microangiopathic hemolytic anemia
and metastatic carcinoma. Ann Inter Med
1973;79(3):368—75.

6. Joseph R.R., Day H.J., Sherwinet R.M.
Schwartz H.G. Microangiopathic
hemolytic anemia associated with con-
sumption coagulopathy in patient with
disseminated carcinoma. Scand J
Haemathol 1967;4(4):271—82.

7. Lynch E.C., Bakken C.L., Casey T.H.,
Alfrey C.P.Jr. Microangiopathic hemolytic
anemia in carcinoma of the stomach.
Gastroenterology 1967;52(1):88—93.

8. Baker L.R., Rubenberg M.L.,

Dacie J.V., Brain M.C. Fibrinogen catab-
olism in microangiopathic hemolytic ane-
mia. BrJ Haematol 1968;14(6)::617—25.
9. Sakamoto S., Shibata A., Onodera S. et

al. A case of microangiopathic hemolytic
anemia due to disseminated metastases of
gastric cancer. Nippon Ketsueki Gakkai
Zasshi 1968;31(3):307—17.

10. Schofferman J., Billesdon J., Hall R.
Microangiopathic hemolytic anemia.
Another complication of drug abuse.
JAMA 1974;230(9):271.

11. Stuard 1.D., Heusinkveld R.S.,

Moss A.J. Microangiopathic hemolytic
anemia and thrombocytopenia in primary
pulmonary hypertension. N Engl J Med
1972;287(17):869—70.

12. Lesesne J.B., Rothschild N.,
Erickson B. et al. Cancer-associated
hemolytic-uremic syndrome: Analyses of
cases from national registry. J Clin Oncol
1989;7(12):781—9.



PEAKWE U CNOXHBIE TEMATOJNOITMYECKWE CUHAPOMDI

OCTPOE BOCNAJIEHUE OPBUTDHI, CHMYIUPYIOLLEE METACTAS,
Y bOJIbHOTO NEPBUYHO-MHOMECTBEHHBIMMU
3/IORAYECTBEHHBIMU ONYXO0JIAMMU

E.E. Ipummna

Ogpmanvmonocuneckas kaunuueckas borvnuya, Mockea

Y 601bH020 nepeUUHO-MHONCECMBEHHBIMU 310KAYECMEEHHbIMU ORYXOAAMU 8 MeveHUe 08X Hedeab Pa3UACs IK30(Marem 6 couemanuu ¢ opmans-
Mmonneeuell. Knunuveckas kapmuna 0viaa XxapakmepHa 045 310Ka4ecmeeHHol onyxoau opoumst. I[lodoszpesanu peyudus oug@y3noil KpynHoK emou-
Holl B-kaemounoil aumgpomol ¢ 6oaeuenuem 6 npoyecc mxanet opoumol. boina npouszsedena duaenocmuueckas opoumomomus. Ha ocnoganuu mop-
(honoeuueck02o u UMMYHORUCMOXUMUHECKO20 UCCACO08AHUS OUONMAMA MKAHeil 0poumsl Obla YCMAHO8ACH OUACHO3 OCMPO20 BOCAAAUMENbHO20 NPO-
yecca, pasgueuieeocs Ha Gore yponoeuveckoi ungexyuu. Maccusnas npomueomukpobras mepanus npugesd K KYRUpogaHur npoyecca 6 opoume.
Cpox Habawdenus 3a nayuenmom cocmagun 8 mec. Peyudusa npoyecca 6 opoume ne Habadaemcs.

Karoueevte caosa: nepeuuno-mnoxcecmeeHHble 310KAHeCMEeHHble ONYX0U, MEMAcmas ¢ opoumy KojcHol MeAaHoMbl, OUP@Y3Has KPYRHOKACMOUHAs
B-knemounas aumgoma, ocmpoe 6ocnanenue opoumol (yeanronum)
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AN ACUTE INFLAMMATION OF THE ORBIT SIMULATING A METASTASIS
IN A PATIENT WITH PRIMARY MULTIPLE MALIGNANT TUMORS

E.E. Grishina
Moscow Ophthalmologic Hospital

We describe a patient with primary multiple malignant tumors who experienced exophthalmos with ophthalmoplegia during two weeks. Data of physical
examination were typical for orbital malignant tumor. It was suspected a recurrence of diffuse large B-cell lymphoma with involvement of orbital tissues,
so a diagnostic orbitotomy was performed. According to morphological and immunohistochemial evaluations we diagnosed acute inflammation accom-
plished urological infection. An active antimicrobial therapy leaded to cessation of orbital inflammation. Follow-up period was 8§ months and we did not
reveal inflammation recurrence.

Key words: primary multiple malignant tumors, orbital metastasis from cutaneous melanoma, Large B-cell lymphoma, acute inflammation of

orbit (cellulitis)

OnKHcanue KNMHHYECHOTO cnyyan

Bonbnoii K., 66 net, HanpasieH B OdrasbMoornye-
CKYIO KJIMHUYECKYIO OOJIbHUILY C TTOI03PEHUEM Ha PEIVINB
HEXOIKKUHCKON JIMM(POMBI C TOpakeHWeM JIeBOl OpOUTHI
IIJIS1 MPOBEJCHUSI OMOTICUM OpOUTAIBbHOI omyxoiu. boabHoI
MPEAbSIBISI KaT00bl HA YYBCTBO «paclUpaHusi» 1 00U B Jie-
BOI1 opOUTE, JIEBOCTOPOHHUI 3K30(TajabM U MOKpPaCHEHUE
JIEBOTO TJ1a3a. DK30(TabM MOSBUIICS BE HeIeU Ha3al, Obl-
CTPO HapacTall, BOBHUKITU 00JI B OPOUTE U TUTIIOTIHSI.

W3 anamuHe3a u3BecTHO, 4to B 1973 T B POHILL
um. H.H. broxuna PAMH y 6o1bHOTO ynaneHa KoxXHasi Mena-
HOMa NpaBoii rojieHu. B HacTosi1Lee Bpemst peLiiuBa MeJaaHo-
MBI KOXW B pyOIle HEeT, MPU3HAKOB MeTacTa3upPOBaHUST HET.

B 2003 . B POHLL um. H.H. broxuna PAMH 6bu1a Bbi-
aeneHa auddysHas B-kpynmHokietouHas —smumdoma
(ABKKJI) 1V craguu ¢ mopaxkeHneM TiepudepruecKkux, 3a-
OpIOLIMHHBIX JMMGOY3JI0B U KOCTHOro mosra. ITomyuwmr 6
KypcoB xumuorepanuu 1o cxeme CIOP (umapyoun 20 mr
BHYTPb, LIMKI0oDochaH 1400 Mr BHyTpUBEHHO, BUHKPUCTUH
2 Mr, mpenHu3onoH S0 Mr BHYTpb). B HacTosiiiee Bpems mna-
LIMEHT HAXOJUTCSI B PEMUCCUU.

B amperne 2006 r. mosiBUIach Makporemarypust. Ilarm-
€HT Tpolien 00cieI0BaHNe B yPOJIOTUYECKON KIMHUKE, TAe
ObLT YyCTAaHOBJIEH IMArHO3 KWCThI MPAaBOM MOYKHU, XPOHUYE-
CKOTO e ToHe(puTa, XpOHMYECKOTO IIUCTHTA.

B konue ampenst 2006 I pa3sBMICS ITATOJOTMYECKUI
rpoiiecc B JeBoii opoute. [ocruranusuposan B Odranbmo-
JIOTUIECKYIO KITMHNIECKYIO OOMBHUILY TSI AMAaTHOCTUYECKON

op6utotomuu. [Ipu moctyniaeHun oTMevancsl MoabeM TeM-
rnepartypbl TeJia 10 cyoheOpuIbHbIX 3HaUeHWii. B o01em aHa-
JI3e KPOBM OIpenesisics JeiikonuTto3 o 11,8 x 10°/ i1 6e3
U3MEHEeHUs JieikouuTapHoi opmysibl. B aHanu3e Mmouu Ge-
Jok 0,6 1%, peakuust Ha KpoBb ++++. OcTpoTa 3peHus Jie-
Boro miaza cHuxeHa no 0,7. Ompenesnsicsl J€BOCTOPOHHUM
3K30(TaIbM B 6 MM CO CMEIIEHHUEM JIEBOTO IJ1a3a KBEpXY,
PE3KO 3aTpyHEHA PENO3ULIKs IJ1a3a U OrpaHUYeHa MOABUX-
HOCTb IJIa3a BO BCEX HalpaBleHUsIX. BbIpakeHHbIN OTeK
KOHBIOHKTUBBI COYETAJICS CO CMEUIAaHHOW MHbEKIIUEeN riia-
3a — TaK Ha3bIBaeMbIii KpacHBII XxemMo3 (puc. 1, a). B HmXK-
HEBHYTPEHHEM OT/IeJe T1a3HOTO AHA OBbLTU BUIHBI KOCO UITY-
1Me CKJIaaK1 XOpUOUIeH 3a cueT nedopmalum riasa.

Ilpu ynbTpa3ByKOBOM HCCIEIOBAHUU B HUXKHEBHYT-
pPEHHEM OT/ieJIe OPOUTHI BBISIBIISIACH «TUTIOC-TKaHb», CAaBIIU -
Balollas rjazHoe si0Jioko (puc. 2).

Ha KT B perpoOynbbapHOM TpOCTpaHCTBE, OOJIbIIE
B HIKHEM M BHYTPEHHEM OT/IEIe OPOUTHI, OTPENEISIOCH TO-
MOTe€HHOEe 00pa3oBaHMe C HEYETKMMU IPaHMLIAMU, BBIXOJSI-
1iee B HUXKHUX OTAENIaX OPOMTHI 3a Mpeiesbl MBIILIEYHON BO-
POHKH B Hapy>KHOE€ XUPYPrUYECKoe MPOCTPAHCTBO (puc. 3).

Mpbl BbIckazanu npeanoioxkenue o peruause JIBKKIT
C TTOpaXXeHNeM TKaHeil OpOUTHI.

Bo BpeMst qmarHocTU4ecKoit OpOMTOTOMMH OBLIT yIaJIeH
KYCOUYEK PBIXJIOM cepoBaToii TKAaHU ¢ HajimyueM cocynoB. Ka-
KOBO X€ ObLJIO Halle yIMBJIEHUE, KOraa Mpu Mopdoyoru-
YeCKOM MCCIIeIOBAaHUM yIAJIEHHOro MaTeprasia BMECTO JIMM-
(oMbl ObLIa OMpeiesieHa U3MEHEHHAs! JOJIbKa XXMPOBOM KJIeT-



m PEAKWE U CNOXHBIE TEMATOJNOITMYECKWE CUHAPOMDBI

[002.2 BUIOUWOLYWIIOHHDO

Puc. 1. Brewnuii 6ud 6oavH020 00 (a) u nocae (6) aevenus

YaTKU OPOUTHI C PACIIMPEHHBIMU COCYaMU U TIEPUBACKYIISIP-
Hoii iuMdormTapHoii nHpmIbTpanueir! UMMyHOrMCTOXUMM-
YyecKkoe McCIeoBaHue OMOoITaTa TakXKe He BbISIBUIO U3MEHe-
HUI, XapaKTEepHBIX [UTSI OITYXOJIH TUMGOUIHON TKaHU.

B c¢Bs13u ¢ yxyaiieHrueM o0IIIeTo COCTOSTHUS Y YCUIIEHU -
€M MakporeMaTypuu GOJbHOI ObUT IepeBe/ieH B ypoJoThye-
CKYI0 KJIMHUKY ¢ auarHo3oM «O0ocTpeHre XpOHMYECKOTO
nuenoHedpuTa, LUCTUT», T€ OH MOTYYUI KypC MacCUBHOM
aHTuOakTepuaibHoil Tepanuu. Ha ¢oHe mpotuBoBoCHamu-
TEJIBHOW Teparuy Mpolecc B JIEBOM opoure KynuposaH. Oc-
TpoTa 3peHusl yaydiumiaach 1o 1,0, ucye3nm xeMo3 U MUHbEK-
LMl r1a3a, 3K30(TanbM yMeHbIIUICS ¢ 6 MM 10 | MM, Boc-
CTaHOBMJIACh MOABMKHOCTH T1a3a (cM. puc. 1, 6).

[Mocne okoHYaHUs JIedeHUs] Mbl HaOIt01aI1 OOJIBHOTO
B TeueHue 8 Mec. Peunausa op6uTaspHOrO mporecca He oT-
MEYEHO.

Takum 06pa3oM, BOIIPEKH HAITUM OXHUIAHUSM Y TaH-
HOTO MaIeHTa N3MEHEHMsI B OpOUTE 0Ka3aJIMCh He OITyXOJIe-
BOTO, a BOCMTAJTUTEIbHOTO XapaKTepa.

Ha ocHoBaHumM Xano0 Ha OBICTpOE pa3BUTHE K-
30¢TasibMa, 00JM B JIEBOM OpOUTE M IUIUIONMIO, JAHHBIX
o(ranbmonoruueckoro odcnenosanus, KT, mopdonornye-
CKOTO U UMMYHOTMCTOXVMHWYECKOTO UCCIIEI0BaHMS OMomnTa-
Ta TKaHeil OpOUTHI ObLT YCTAHOBJIEH AUArHO3 OCTPOTO BOCMa-
JIEHUsI JIEBOI OpOUTHI TIO0 TUITY IeutiofuTa. B momb3y aToro
JIarHO3a TOBOPUT BhIPaXKeHHBIN 3(h(HEKT MPOTUBOBOCTIAIM -
TEJbHOU Teparnuu.

0Geympenne

XopolIo U3BECTHA BO3MOXHOCTb Pa3BUTHS Yy OJZHOTO
0OJTLHOTO HECKOJIBKUX 3JI0OKAUYECTBEHHBIX OITYXOJIel TI0 TUITY
TIePBUYHO-MHOXKECTBEHHBIX 3JI0KAUeCTBEHHBIX OITYXOJIeid,
OHOW M3 KOTOPBIX SIBISIETCS] HEXOMKKWHCKas aumdoma
(HXJT) [1]. B nutepatype onucaHbl ciyyan BOSHUKHOBEHUS
COJIUAHOM OMYXOJU CITyCTSI HECKOJIBKO JIET MOCJIE XUMUOTe-
panuu HXJI [2—4]. B03MOXHO CUHXpPOHHOE pa3BUTUE
JABKKIJI v comuaHoi onyxoiu, B YaCTHOCTU paka Mo4ku [5].
Haxownerr, u3BecTHBI ciTydau, Kak y HAIlIeTo MMalMeHTa, TosIB-
JIEHUSI TeMOOJIACTO3a CITYCTSI TOIBI TTOCTIE JICUEHUS CONMUIHON

Puc. 2. Y3U opoumet do (a) u nocae (6) neverus.
Cmpenkamu yKazana «nawCc-mKaHv»
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omyxonu. Tak, I. Zanzi u R. Stark [6] onuchIBaOT pa3BuTHe
HXJI gepe3 8 neT rmocie paanKaabHOTO YIaJeHUS paKa Ipe-
CTaTeJIbHOM JKeIe3bl.

BricTpo pa3BHUBaIOIIMIiCS 3K30(TajJbM B COYETAHUU
¢ oTaNbMOIIETUEN, TUTIONUEN, CHUXKEHUEM OCTPOTHI 3pe-
HMSI, 3aCTOMHBIMU SIBICHUSIMU U OOJICBBIM CHHIPOMOM I103-
BOJISIET TIPEATIOIOXUTh HAJIMUME y TIAllMeHTa 37I0KAaYeCTBeH-
HOIi omyxom opouThl. Cpeny 3J10KaueCTBEHHBIX OITyXOJeit
opouTsl nipeodnanaoT HXJI. B cTpykType 3/710KaueCcTBEHHbBIX
OpOUTAJIbHBIX OIYX0Jieil OHM cocTaBistioT moutu 50%. Bro-
pOe MeCTO ¢ 4acTOTOl 0K0J10 15% 3aHMMAalOT MeTacTasbl CO-
JIMAHBIX onyxojiei [7]. JIormuHO OBbLIO ObI TIPEATONIOXUTD,
yTo y faHHoro nauueHta umeercs peunaus JIBKKJIT IV cra-
UM C BOBJICUEHUEM B TIPOLIECC TKaHEW OpOUTHI MO0 MeTa-
cTa3 B OpOUTY KOXKHOI MeTaHOMHI [§, 9].

Cpenu TepBUYHBIX OIyXOJel, MeTacTa3upyrIIuX
B opOUTY, TpeodiajaeT pak MOJIOYHOIM Xeyie3bl. MeTacTtas
B OpOUTY KOXHOU MeJaHOMbI pa3BuBaeTcs peako [10]. Kak
MpaBWIO, B OPOUTY MeTacTa3upyeT KOXHasi MeJlaHoMa KO-
HeuHocteir [11]. K MOMEHTYy QMarHOCTUKU OpOUTAIbHOM
OITyXOJIM YK€ MMEETCS MeTacTaTU4eCKOe TOpakKeHHE pas-
JIMYHBIX OpraHoB [12], yero He OBLUIO y HAILlEro MallMeHTA.
Bo3MoXHOCTB pa3BUTHSI MeTacTaza B OpOMTY KOXHOM Mesa-
HOMBI citycTst 30 JieT Tociie JiedeHHWs] TIepBUYHOMN OITyXOJIN
TaKKe BBI3BIBAET COMHEHUS.

JInarHo3 3JI0Ka4eCTBEHHOM JMM@OMBI OpOUTHI TIpU
MOP(hOIOrMIeCKOM M UMMYHOTMCTOXMMUYECKOM MCCIIeI0Ba-
HUU OuonTaTa He moarepauics. Kpome Toro, rpoiecc B op-
ouTe ObUI KynmUpoBaH 03 MPOTUBOOIYXOJIEBOIrO JICUEHMUS,
TOJILKO TIyTeM TPOBEIeHUST aHTUOAKTEPUATLHOM Tepariu.

BricTpoe pa3BuTHe CHMIITOMOB XapaKTepHO TaKXKe ISt
OCTPOTO BOCTIAJIMTEJIBHOTO TTPOIIecca B TKAHSIX OPOUTHI, TIPO-
TEKAIOIETo 10 TUITY LIEJUTIOINTA (pa3IuToe BOCTIaIeHUE ) UIn
abcuecca. Kak nmpaBuio, BocIajleH!IO TKaHeil OpOUThI Ipe-
LLIECTBYET CUHYCUT. B tuTepatype onuvcaHbl ciiydyad OJOHTO-
TEHHOI 3TUOJIOTUU LeUTiouTa opouTsl [13]. ¥ Hallero na-
LIMEHTa BOocMajeHUe TKaHel opOUThI BOBHUKJIO Ha (hOHE YpO-
JIOTUYECKOI MH(MEKIINN.

3abosieBaHuME MPOTEKaeT Ha (PoHE BHICOKOI TeMmIlepa-
TYPbI, COITPOBOXIAETCS YYBCTBOM «paclpaHusi» B OpoOUTE,
TrOJIOBHOU 00JIbIO, BBIPaXXEHHBIM OTEKOM, THUIIepeMueit

Puc. 3. KT opoum.
Cmpenkamu yKasana «naCc-mKanv»

U TMIIEPTEPMUE KOXHM BEK, 9K30(TaIbMOM, OTPAHUYEHU -
€M TOJIBUKHOCTHU TJa3a [14]|. B maHHOM citydae MbI HaOJI10-
Iajau CTePTYIO0 KJIMHUYECKYI0 KapTuHy. BocmamurteabHbIi
IpOIlecC B OpOUTE y MAllMeHTa Pa3BUJICS B TEUCHUE IBYX He-
IleJTb, a He HeCKOJIBKMX THE#, KaK 3T0 ObIBaeT MPU LIEJUTI0-
JIUTE, U COTIPOBOXIAJICS UL CyODeOPUIUTETOM U HE3HA-
YUTEIBHBIM JIEMKOLMTO30M. MBI He HAOIIOAAIN BhIPaXKeH-
HOIrO OTeKa, FMIIEPEeMUU U TUIIEPTEPMUM BeK. BO3MOXHO,
3TO CBSI3aHO C U3MEHEHUEM MMMYHHOTI'O CTaTyca y GOJIbHBIX
MePBUYHO-MHOXECTBEHHBIMI 3JI0KaYeCTBEHHBIMM OITyXO-
asamu [15].

MBI IPUIITY K 3aKITIOYEHUIO, YTO TIPU 00CIIeIOBAHUM
OOJIbHBIX IEPBUYHO-MHOXECTBEHHBIMM OIYXOJISIMUA C CHUM-
IITOMaM¥ OpOUTAIbHO [TATOJIOTMU HEOOXOAMMO UMETD B BU-
Iy BO3MOXHOCTb Pa3BUTHsI HE TOJbKO METACTATUYECKOTO 10~
paXkeHMs, HO M OCTPOro BocajeHusi B opoute. I1pu stom
BOCHIAJIMTEJIBHBIN ITPOIIECC MOXKET UMETh CTEPTYIO KIIMHUYE-

CKYIO KapTUHY.
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NYYEBAA QUATHOCTUHA UHOERLUOHHDBIX
NOPAHEHUN NETKUX Y BOJIbHbIX TEMOBJIACTO3AMM

T.P. AnekceeBa
POHI[ um. H.H. Baoxuna PAMH, Mockea

H3yuenvl u npoanaruzuposansl peHmeeHoN02u4ecKue NPU3HAKU Heonyxonee020 NOPANCeHUs 1e204HOU MKAHU, 8bI36AHHO20 baKkmepusmu u pubamu,
BOZHUKAIOWE20 HA PA3HbIX dSMANAX MeyeHus onyxonegoeo 3aboneganus, y 98 6oavHbix eemodnacmosamu, aeuuguiuxcs 6 POHL] um. H.H. Baoxuna
PAMH 6 nepuood c 1999 no 2005 .

Tlonyuennvie OanHble ceudemenscmeyom, 4mo 0as Kaxcooeo 8030y0umens UMeOMCs 3HaUUMble peHmeeHocemuomuyeckue npusnaxu. Cneyuguunoim
04151 KAHOUOO3HO20 NOPAICEHUS N€20MHOL MKAHU S6ASA0Ch HaAu4Ue 8 (hoKyce U UHUAbMpame y4acmka 0ecmpyKyuu, KOmMopblii umeem s4eucmyro
CMpPYKmMypy, HanoMuHarwyr 2yoxy. /Ins uHeazusHo2o 1e2ouHo20 acnepeuse3a XapaKkmepHo Haiu4ue noA0Cmusix oopazosanutl. Tunuuneim npusHa-
KOM NHeBMOUUCIHOU NHeBMOHUU A8A5A10Ch HAAUUe YNAOMHEHUI NPeUMYUECNEEHHO 8 CPDEOHUX U HUNICHUX 0OMOeaax Aeekux ¢ 00eux cmopoH 6 eude pas-
AUYHBIX PA3MEPOB 30H «<MAMO0B020 CIEKAQ» C HeHeMKUMU KOHMYpamu u (hokycog 0e36030YuHOl 1e204HOI MKAHU 6 CYONIe8panbHbIX 0mdesax.

Karouesvle caosa: 2emobaacmosst, NHeBMOHUS, MYOepKyae3, acnepeuies, KaHOUo03, NHeEMOUUCIMO3, AY4e6as OUA2HOCIUKA

RADIOLOGIC DIAGNOSIS OF PULMONARY INFECTION LESIONS IN PATIENTS WITH HEMATOLOGIC MALIGNANCIES

T.R. Alekseeva
N.N. Blokhin Russian Cancer Research Center, Russian Academy of Medical Sciences, Moscow

Radiological findings were evaluated in 98 patients (pts) with hematologic malignancies treated in Cancer Research Center between 1999 and 2005. We
analysed radiological evidences of nonmalignant pulmonary lesions caused by bacteria and fungi at different stages of tumors.

Obtained data shows specified radiological signs typical for every infective agent. The area of destruction with honeycomb changes (like sponge) inside
Jfocus or infiltration is the distinctive feature of pulmonary candidiasis. Lung cavities are the signs of pulmonary aspergillosis. The typical symptom of
Pneumocystic carinii pneumonia is bilateral subpleural lung infiltrations predominantly in the middle or lower lobes looks like different size areas of
“ground-glass” with noncontrast boundary and airless foci of lung tissue.

Keywords: hematologic malignancies, pneumonia, tuberculosis, aspergillosis, candidiasis, Pneumocystic carinii pneumonia, radiologic diagnosis

JInarHOCTHKa HEOITyXOJIEBBIX TIOPaKEHUI JIETOYHOM
TKaHU y OOJIBHBIX TeMO0JIacTO3aMU SIBJISICTCSI OMHOM U3
Cepbe3HbIX MPO0JIeM COBpeMeHHO oHKonoruu. OHKorema-
TOJIOTUSI O0bENMHUIIA Pa3IMYHbIE OMyXOJIeBble 3a00JIeBaHUS
KPOBETBOPHOI CHCTEMBI: JIEWKO3bI, JMMbOoMYy XOIKKUHA
U TeTepPOTeHHYIO TPYIIITY 3JI0KAUYeCTBEHHBIX JIMMGMOIPOIIHU-
(epaTUBHBIX OIyXOJeil — HEXOMKKUHCKUX JUMGMOM
(HXJI). ITpu 3m0KavyecTBEHHBIX TUM(pOMaXx B MPOIIECC MOTYT
BOBJIEKATbCs HE TOJbKO JUMGOUIHAS TKaHb, HO U JIIOObIE
9KCTpaHOAAIbHBIE CTPYKTYPHI.

[MopaxeHue JTeroyHoi TKaHW TIPU 3JI0KAYECTBEHHBIX
nuMdomMax, BO3HUKINEE MPU TeHepaIn3alluy OIMyXOJIEBOTO
mpoliecca, HOCUT criennpuaeckuii xapakrep. Hecnenmndpu-
YyecKrWe M3MEHEHMSI B JIETKUX pa3BUBAIOTCS B pe3yJbTrare
MPUCOETNHEHUS] BTOPUYHOM MH(MEKIIMK B BUAEC THEBMOHUIA,
MMKO30B 1 TyOepKyJiesa.

Illupokoe BHeApeHHE B KIMHUYECKYIO TPAKTUKY
HOBBIX MEIUIIMHCKUX TEXHOJIOTUI (TpaHCIUIAHTAIIMU KO-
CTHOTO MO3Ta, BRICOKOA03HOM XUMUOTEPAITMK) CITOCOOCT-
BYeT BO3HMKHOBEHHWI0O MMMYHOCYIIPECCUBHBIX COCTOSIHUI
y OosibHBIX. BaxkHBIM Tipeapacriosaraioimum @akTopom
B Pa3BUTUU MHQEKIIMOHHBIX OCTOXHEHUI Yy OOJIbHBIX re-
MOOJIacTO3aMU SIBJISIETCS TakKe HEUTPOIEHMSI, 00YCIOB-
JIeHHasl KaK caMuUM 3a0ojieBaHWEM, TaK W ITUTOCTAaTUYe-
CKoi1 Tepanueit. YeM nauHHEe MepUOI HEUTPOTICHUH, TEM
BbIllIE pUCK pa3BuTus MHpekuuu [1]. CroxXHOCTH aAuar-
HOCTHUKU BOCTIAJIMTEJIbHBIX MPOIIECCOB B JErOYHOM TKaHU
00YCJIOBJIEHBI arpaHyJOLUTO30M [2, 3], KOorja MHeBMOHUST
npotekaetr 6e3 HeUTpodUIbHONH MHOUIBTPALIMU JIETOY-
HOW TKaHWU.

Kimanyeckue mpusHakKy rpuOKOBBIX MHMEKIINIA, BO3-
HUKAIOIINX Y MMMYHOKOMIIPOMETHPOBAHHBIX IallMEHTOB,
HecnieMdUIHbI. PeHTreHoMIornyecke 1 KOMIblOTEPHO-TO-
Morpaduyeckue MpU3HAKW MHBA3MBHBIX MUKO30B TakXke
HemocTaTouHo crneuuduuHbl [4]. MccaenoBaHusi, TpoBe-
NIEHHBIE B TIOCJIETHNE TOJbI, TTOKA3aJIM, YTO KIMHUKO-TIATO-
JIOTUYECKHE TTIPOSIBJICHNUST TTHEBMOHUH 3aBUCST OT BO30OYIM-
TeJIsl, MIMMYHHOTO CTaTyca OpraHusma, MOp(OJIOTUYECKUX
0COOEHHOCTEI BOCIMAJIUTEIBbHON peakuuu U od0beMa ropa-
XKEeHMsI JlerouHoi TkaHu [5]. Kpome Toro, mokasaHbl cylie-
CTBEHHBIC TPEUMYIIECTBA KOMIIBIOTEPHON ToMorpaduu
(KT) B BbIsIBIeHUU U AuddepeHIUaTbHON IMarHOCTUKE
MHOEKIIMOHHBIX TOPaKeHUI JIETOYHON TKaHU IO CpaBHE-
HHUIO C PEHTIEHOJIOIMYECKUM HcciaenoBanueM [6]. Yacrora
JIOKHOOTPULATENbHBIX PE3YJIbTaTOB PEHTIEHOJIOTMYECKOTO
rccaenoBanus nocrturaet 68,4% [7].

Pa3zHooOpa3ue peHTreHOJOTuYecKruX IpPOsIBASHUMN
MHOEKIIMOHHBIX OCIOXHEHUI Y UMMYHOKOMITPOMETUPO-
BaHHBIX OOJILHBIX ITOPOIT BEI3BIBACT HEITPEOIOJTUMBIC TPY/I-
Hoctu B mx uHTepnperanuu [8—10]. KT, momonHeHHas
METOAMKOIN BBICOKOIO paspelleHMs, TMoBbiIaeT 3¢ dek-
TUBHOCTb JIy4€BbIX METOIOB U YJy4lllaeT JOCTOBEPHOCTD
pacro3HaBaHUsI OITyXOJIEBBIX M HEOITyXOJIEBBIX TTOPaKEeHU I
JIETKUX, TIOSIBJISIIONINXCST Y OOTBHBIX B TIpoIlecce JIeUeHUs
[11, 12].

Illnpokoe BHempeHHE B KIMHUYECKYIO IPAKTUKY
pentreHoBckoi KT 3HaUMTEIbHO MOBBICUIIO KAYECTBO U KO-
JIMYECTBO TOJy4yaeMOi OMarHOCTUYECKOW WHGbOpMaLIUU.
OpHako 3 HEeKTUBHOCTD JIyIeBOW MUAarHOCTUKU OITyXOJIe-
BBIX M BOCITAJTUTEIbHBIX MPOIECCOB JIETKUX Pa3TUIHON TTpH-
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POIIBI OCTAETCST HEMOCTaTOYHOM. YacToTa MMarHoCTUYECKUX
omboK ceromus mocruraer 28,0% [7], 4ro sBisieTcs elie
ONMHUM (HAKTOPOM, TPEOYIOIIUM BCECTOPOHHETO M3YYCHUS
yKa3aHHOI MPOOJIEMBI.

Marepnanbi # MeTOAbI

B ocHoBy Haleit paGoTbl MOJOXEHbI TaHHbIE, MOJYy-
YeHHBIE TIPU KOMIUIEKCHOM KJIMHUKO-PEHTT€HOJIOTUIECKOM
ob6cienoBaHnM 98 GOJIBHBIX TeMOOIACTO3aMU, JICUUBIIUXCS
B POHII um. H.H.Broxuna PAMH B nepuon ¢ 1999 no
2005

C anpens 1999 . B POHIL um. H.H. Bioxuna BHeape-
Ha OecIiJieHOYHas cucTeMa MoJlydeHus:, 00paboTKU, repena-
YU U apXWBUPOBAHMS TUATHOCTUIECKUX M300pakeHU ! (Cu-
creMa PACS); cozmaHHasg KOMMYHUKAIIMOHHASI CETh C MC-
TOYHUKAMU M300pakeHuit 00beIMHIUIA BCe KAOMHETHI JTyue-
BOI TMarHOCTUKM MCCAEIOBaHUSI OPTaHOB TPYAHOM KIIETKHU.
bnaromapst cucreme PACS mist yTouHeHUs JIOKaau3aluu,
MPUPObI TATOJIOTMYECKUX 00pa30BaHUii B JIETKUX, COCTOSI-
HUST TPaXeOOPOHXUALHOTO JIepeBa U BHYTPUTPYTHBIX JTUM-
(aTMyeCcKUX y3JI0B HMCIOJb30BAIMCh pa3IMUHbIC JTy4eBhIC
METOIbl MCCJICAOBAaHUS, BKIIOUYAIOIINE TPaIUIIMOHHYIO
peHTreHorpaduo, JUHEHHYIO ToMorpaduio, CIUpPaIbHYIO
(CKT) n myastucnupaibHyto KT.

JlvarHo3 ycTaHaBIMBaIuM Ha OCHOBAHWUU NAHHBIX JIy4ye-
BbIX MeToioB (peHTreHosorndeckoro u CKT ¢ ucmonb3oBa-
HMEM METOIMKHU BBICOKOTO pa3pelie-

MU KOHTYpaMu OTpeNessuiuch Ha (POHe YCWJIEHHOTO W Jie-
(bopMUPOBAHHOTO JIETOYHOTO PUCYHKA.

YyacTku UHGUIBTPALMU UMEJId HEOTHOPOIHYIO CTPY-
KTYpY, HEMIPaBUIbHYO (hOpMY, IIIMPOKHUM OCHOBaHHEM 00pa-
LICHHYIO K KOPTUKAJIbHBIM OT/IeJIaM, B Psifie CTy4aeB onpesie-
JISTach Peaklysl MPUIeXaluX OTIe]0B KOCTaTbHOM TIEBPbI
B BUJIe HEPABHOMEPHOTO YTOJIIIEHUST 0€3 HAKOTIJICHUST BBITIO-
Ta B TJIEBPATBHBIX MONOCTSIX. [1py GakTeprasbHBIX THEBMO-
HUSIX, BBI3BAHHBIX 3K30TOKCMHOOPA3YIOIIUMU OaKTePUSIMU
(cTaMIIOKOKK, CTPENTOKOKK), BOCIMAJMUTEIbHbINA MpOLecC
COTPOBOX/IAJICS THOMHBIM pacIulaBieHueM Tkauu (puc. 1, a),
KOTOpO€E ObLJIO BBISIBJIEHO TOJbKO 1pu KT-uccnenoBanum.

[THeBMOHUM OTpaHUYMBATIUCH AHATOMUYECKOU eIu-
HUIIEl JIETKOTO: CerMeHTOM (cM. puc. 1, 6) wiam mornei,
Ha ¢oHe MHOUIBTPATUBHOTO YIJIOTHEHUS TIPOCIIEXKUBATUCH
MPOCBEThl OPOHXOB.

WHTepcTuiiManbHble U3MEHEHMS, YCTAaHOBJICHHBIC
MpY XJIAMUIMMHBIX THEBMOHUSIX HA PAHHUX 3Tarax, 3aBep-
manuch WHOUIbTpaleil MmapeHXUMbl JIETOUHOW TKaHU
(puc. 2, a). MUKpPOCKOTIMYECKH YCTAHOBIIEHO, YTO B IIPOCBE-
T€ ajJbBeOJ CKAIlJIMBAaeTCs CEPO3HbIM WiIu (PUOPUHO3HBIN
3KCCyaaT ¢ MPUMEChI0 MOHOLIMTOB, MakpodaroB u aeckBa-
MUPOBaHHbIX AJIbBEOJIOLIMTOB, MEXAaTbBEOJISIPHBIC M MEX10-
JIeBblE TEperoponkd MHQUIBTPUPOBAHBI MOHOLIMTAMU
u Heitpodbuiamu [15].

HUs), KIMHUYECKOMN KapTUHBI, Pe3yib-
TaTOB 0AKTEPUOJIOTMYECKOTO U MOp(o-
JIOTMYECKOTO HMCCJIeIOBAHUSI CTEPUIIb-
HBIX U HECTEPUJIbHBIX OUOCYOCTPATOB,
TTOJTyIeHHBIX TIPU OPOHXOCKOITUU WJIA
TPaHCTOPAKAJILHOM ITyHKIIAU.

Pesynbrartbl

¥V Bcex BKIIIOUYEHHBIX B UCCIIEI0-
BaHMUE MalMEHTOB ObLIO BBISIBJIEHO He-
crienuduyeckoe — HEeOIyXoJIeBoe Mo-
paXeHue JIeTOYHOI TKaHU, BBI3BAHHOE
OakTepusiIMU U TPUOAMU 1 BO3HUKIIIEE
Ha pa3HbIX 3Tanax TeYCHUs OMyXoJie-
BOTO 3200JIeBaHUSI.

IMpucoenuHeHue  BTOPUYHOM
MHGEKINY Mocie KypCOB MOTUXMMHO-
Teparnuu WIK BBICOKOMO3HOM XUMMO-

(4]

Tepanuyu OTMEYEHO B BHIC OaKTepH-
aJbHBIX IHeBMOHMH y 8 (8,2%), Ty-
6epkyiesa y 6 (6,1%) u Mmuko3oB y 84
(85,7%) GONBHBIX.

YactoTa BOSHUKHOBEHUS OaKTe-
pUATBHBIX TTHEBMOHUI, OCJIOXHSIO-
[UX TeueHre 3a00JIeBaHMST Y OOTBHBIX
remo0jactTo3amMu B mepuon Hedpuib-
HOW HEUTPONEeHUU, COCTaBJISIET 10
22% [13, 14].

IIpn MHEBMOHUSX PEHTIEHO-
Jlornyeckasi KapTUHa XapaKTepu3o-
Bajlach OJHOCTOPOHHUM WU ABY-
CTOPOHHUM TOpPaXeHUEeM JIETOUHOM
TKAHUW B BUJ€ MHOXECTBEHHbBIX MeJI-
KMX O4YaxkKoB, (POKYCOB MHUIbTPa-

TUBHOTO YIUIOTHEHMSI WJIM MHTEP-
CTUIIMATbHBIX U3MEHEHU.

Ogarm yIJIOTHEHWS  Majoit
U CpeHeil UHTEeHCUBHOCTU C HEYETKU -

Puc. 1. boavnoii b., 24 nem. Jlumpoma bepxumma. Cencuc, evi36annulii Staphylococcus aureus.
a — 0030pHble peHmeeHoepammbl. Yaacmox UHGUABMPAMUEHO20 YHAOMHEHUS]
6 S10 Husxchell doau npasoeo neeko2o;, 6 — KOMNbIOMEPHble MOMOPAMMb.
Jlecmpykmusnas nneemonus X ceemenma Hudicheil 001U npago2o AeKo2o

L002.2 BUIOUWOLYWIIOHHO
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IMpu KT-ucciaenoBaHuM BISIBISLIUCH MO3aUYHbBIE yya-
CTKM B HIDKHUX JOJISIX: HEMPAaBUILHON (DOPMBI pa3IUIHbIX
pa3MepoB 30HBI «MaTOBOTO CTEKJIa», CHUKECHUE TIPO3pavHO-
CTM B TIpeJeiax CerMeHTa, YTOJIIEHHME MEXIOJIbKOBOTO
Y MepUBACKYISIPHOTO UHTEPCTULIMS (CM. pUC. 2, ).

BosHukHOBeHME TyOepKysie3a Yy MMMYHOKOMITPOME-
TUPOBAHHBIX OOJIBLHBIX OBIJIO YCTAHOBJIEHO B Pa3HbIE CPOKM
Iocjie BBICOKOOO3HOM xumuorepanuu — ot 14 mo 60 cyr
u bosee.

OuaroBblii TYOEpKyJie3 JErKUX, XapaKTepu3yOLIUics
OrpaHUYEHHbBIM MPOAYKTUBHBIM BOCTIAJIEHUEM, ObLT KaK O~
HOCTOPOHHUM, TaK U IBYCTOPOHHUM.

MHoXeCcTBeHHbIE TTOJUMOP(MHBIC OYarW ¢ HEUETKUMU
¥ HEPOBHBIMU KOHTYpaMM pacIiojiarajiuch B BEPXHUX JOJISAX
JIETKMX ¢ 00enX cTopoH. KpyriHbIe ouaru uMem HeOTHOPO/I -
HYIO CTPYKTYPY, B HEKOTOPBIX BUIEH MPOCBET OpoHxa. OT™me-
YaJIUCh YTOJILIEHUE CTEHOK MEJIKMX OPOHXOB W MOBbBIILIEHUE
TUTOTHOCTH JIETOYHOM TKaHM 3a cYeT Mepru(OKaIbHOTO OTeKa.

Tak, y 60bHOI A. dyepe3 60 gHeil mociie TpaHCIIaH-
TalluW ayTOJOTUYHBIX TEMOMO3TUYECKUX CTBOJOBBIX KJIe-
TOK TOSIBUJIACh TUIIEPTEPMHUSI, COMTPOBOXKIAIOIIASICS YXY/I-
LIEHUEeM 00111ero coctosaHus. [1pu KOHTPOJIBHOM pEHTIe-
HOJIOTMYECKOM HCCJEIOBAaHUM TMArHOCTUPOBAH oyaro-
BbIIT TyOepKyJie3 Jierkux. B BepxHeil n1ojie JIeBOro Jerkoro
Ha ¢oHe ceTyaToi nedopmaly JIErOUHOTO PUCYHKA MOsI-
BUJIMCh OYaTHW Pa3HbIX pa3MepoOB U IJIOTHOCTU C HEUCTKHU-
MU KOHTypaMu (puc. 3).

CrenyeT OTMETUTb, UTO NpU TyOepKyjae3e Jerkux
CKUOJIOTHYEeCKasi KapTMHa He Bcerma Oblla KJIacCHUYeCKOid.
TpymHOCTH B IIOCTAaHOBKE TMAarHo3a TyoepKyie3a BO3HUKAIN
MPY TTOSIBJICHUM MHOXKECTBEHHBIX ITOJIOCTHBIX 00pa30BaHUI
B JIETKMX C TOHKMMHU CTeHKaMU1 Ha (poHe HEM3MEHEHHOM Jie-

TOYHOU TKaHW. B OTIENbHBIX TIOJIOCTSIX OTNPENesUINCh Ia-
POBUIHBIE MACChI, YTO 3aCTABWJIO PACLIEHUTHb BBISBIEHHBIE
B JIETKMX WU3MEHEHMSI KaK IIPOSIBIEHMS acliepTuirie3a
(puc. 4).

OpHako TpU MMKPOCKOIMYECKOM HCCIIeI0BaHUMU
MOKpPOThI 6osbHOTO P., cTpanatoniero aumpomoit XomKKu-
Ha, ObUIM OOHapyXeHbl MHUKOOAKTepuM TyOepKyJjesa.
Ha ¢one npoTuBoTy6EpKY/IE3HOM TEPAIIMY OTMEYEHA IT0JI0-
JKUTEIbHAS TMHAMUKA, a B JaJbHEMIIEM M IOJIHAs perpec-
CHUsI UBMEHEHUI B JIETKHUX.

B mocnennue mecsaTwieTHsI OTMEYaeTCs HapacTaHue
YaCTOTBI ONIMOPTYHUCTUYECKUX MUKO30B. K HUM oTHOCHTCS
TpyImna MUKO30B, BBI3BIBAEMBIX YCIOBHO-ITATOTEHHBIMM
rpubamu U3 ponoB Aspergillus, Candida v np. [16]. Mukotu-
YyecKoe MopaXkeHMe JIETOUHOM TKaHW YCTaHOBJIEHO HaMM y 84
00bHBIX. OHO OBLIIO OOYCIOBJIEHO JIPOXKKEBLIMU TpUdaMu
pona Candida B 51,3% (43) HaGIIOMEHUIA, TUIECHEBBIMU TPH -
G6amu Aspergillus spp. B 14,3% (12) w Pneumocystis carinii
B 8,3% (7). Y 22 (26,1%) GONBHBIX AMarHO3 IPUOKOBOTO TIO-
paXkKeHHsT JIETOYHOM TKAaHM ITOCTABJIEH HAa OCHOBAHUU pe-
3yJIBTATOB JIYYE€BBIX METOIOB AUATHOCTUKHU.

PentreHonornyeckre MpU3HAKU IMOPAKEHUsI JIErO4-
HOI TKaHM MMEJIM XapaKTepHble OCOOCHHOCTU U 3aBUCEH
OT BUAa BO30OYAUTES.

Ha ocHoBaHuu aHanM3a KIMHUYECKON KapTUHBI, pe-
3yJIBTATOB JIy4eBbIX METOIOB UCCIIEA0BaHMUSI, MOP(DOIOrde-
CKOTr0 U 0aKTepUOJIOrMYECKOro UCCIe0BAHNII HAMK BhIIe-
JIeH aJlJIeprudecKuii Kauauao3 B 9,3% HabmoneHuit, 6poH-
XOJIETOYHBIN HEeMHBAa3WBHBIN KaHIU103 B 9,3% 1 GpoHXoJIe-
TOYHBIN MHBa3WBHbBIN KaHanmo3 B 81,4%.

AJIepruiecKrii KaHIUI03 TPOSIBUJICST Pa3BUTHEM TH-
IePYyBCTBUTEIHLHOIO aJbBEOJIATA Y YETHIPEX MALMEHTOB Ha

(boHe KaHOAMAEMUU U BBIPAXEHHOI

HelTponieHuu. [urepuyBCTBUTEIbHBIN

aJlbBEOIUT — 3TO0 auddy3Hoe mopa-
JXeHWe TKaHW JIETKWX, BO3HMKAloIee
B pe3yJIbTaTe aJlJIepruiecKoil peakium
JIETOYHOU TKaHU Ha TPUOHI.

Ha xapakrtep peakuuy UMMYH-
HOIi CUCTEMBbI BIUSIOT UHTEHCUBHOCTh
BO3JEHCTBUSI MATOJIOTMYECKOrO areH-
Ta, MHAWBUAYaJIbHass UMMYHOJIOTHYE-
cKasl peaKTUBHOCTb. IMMyHHBIE KOM-
TJIEKCHI, 00pa3yIolInecs B OpraHn3Me,
MOBPEXIAIOT TKaHb, PA3BUBAETCS CEH-
cubuiamu3auusi, HapylaeTcsl paBHOBE-
CHe MEXIy PeaKTMBHOCTbIO DPa3INy-
HbIX cyononyasuuit T-numdbouuton

n JpyruMm KJICTKaMu, BO3HUKACT

2 )7

mud@y3Hoe TopaxeHHe JIETOYHOM
TKAaHU C Pa3BUTUEM WHTEPCTULMAb-
Horo ¢ubpo3za [17, 18].

B ocrtpoii cTamuu mpoucxoauT
MOBPEXACHUE MUKPOLIMPKYISITOPHOTO
pycila JIerKux, pa3BUBAETCsSI BHYTPU-
KJIETOYHBIA W WHTEPCTULUATBHBINA
OTeK TPEUMYILIECTBEHHO MeXaJabBeo-
JISIPHBIX MEPErOPOAOK, MTOBPEXKIAIOTCS

Puc. 2. boavnoit H. HXJI. Xnamuduiinaa nneemonus.
a — 0030pHble penmeeHo2pammbl. Ycunenue u 0ehopmauis 1e204H020 PUCYHKA 6 cpedHell done
U HUMNICHUX 004X ¢ 00eux cmopoH. [pybvle 1eHmMosUOHbIe YMOAUWEHUS UCHEPANbHOI NAeBPbL;
0 — KomnvromepHbie momoepammesl. Henpasunvroii hopmor yuacmiu «<mamogoeo cmekaa»
6 HUdICHell 0/e NPagoeo 1e2K020, YMOAUeHUe MeNCO0NbK08020 U NEPUBACKYASPHO20 UHMEPCIULUS

9HJOTENUATbHbIE KIETKU KPOBEHOC-
HBIX KaIllWJIJISpOB M, BO3MOXHO, aJlb-
BEOJISIPHBIN 3MUTEIUNA.

Cpenr OCHOBHBIX KJIMHUYECKUX
MPU3HAKOB OTMEYEHbI MPOTPECCUPYIO-



1asg OAbIIIKA W MPUCTYIbl KalUIS CO
CKYAHOW MOKPOTOM.

[lpu peHTreHOMOTUYECKOM WC-
CJIeIOBAHUU BBISIBIISIUCh CHUKEHUE
MPO3PaYHOCTH JIETOYHOU TKaHU, M-
(y3HOE M3MEHeHME JIerOYHOTO pu-
CyHKa, BbIpaxalollleecsi B ero ycuse-
HUU W MeJIKOceTyaToil medopmanun
BO Bcex oTnenax. Ha atom ¢one omnpe-
NESITUCh MEJIKME 04aroBONOJ00HbBIE
yIUIOTHEHMS. 17151 yTOUHeHMsT Xapak-
Tepa OOHapyXEeHHbIX HW3MEHEHUM
O0osbHBIM BbiNONHsIM KT-uccneno-
BaHue (puUC. 5), KOTOpOe IO3BOJUIIO
BBISIBUTH OTEK BHYTPUIOJBKOBOTO UH-
TEPCTULIMS, YIJIOTHEHUE WHTEPCTHU-
LS BOKPYT OpPOHXMOJ M MEJKUX
OpPOHXOB, MaCCUBHbIE YYaCTKU YIIOT-
HEHUS JIETOYHON TKaHU TI0 TUITY «Ma-
TOBOTO CTeKJIa», MEJIKME XaOTHUYHO
pacIioIOKeHHbIE TPAHYJIEMbI C HEUeT-
KUMU KOHTYpaMHu.

CrenyeT OTMETUTD, YTO MPU He-
COOTBETCTBUM PEHTIEHOJOTUYECKUX
U3MEHEHUI U KJIMHUYECKON KapTHUHBI
3a00JieBaHUSI, COTPOBOXIAIOIIEICs
BBIPAKEHHOU OJBIIIKON, HEOOXOAMMO
oe3otrinaratenbHoe npoBeacHue KT-
uccaenoBaHusl, TaK KaK OT MPaBUJIb-
HOU MHTEPIIPETAllH BBISIBICHHBIX T1a-
TOJIOTUYECKUX U3MEHEHUI JIErOYHOM
TKAaHU 3aBUCUT BBLIOOp JajibHeulein
TaKTUKW JICUCHMUSI.

HewnnBa3uBHas (popma OGpOHXO-
JIETOYHOTO KaHAWI03a, YCTAHOBJIEH-
Hasl y 4eThlpeX OOJIbHBIX, XapaKTepu-
30Bajach pOCTOM IpuOOB B pacnaaao-
LIEHCsT MMepBUYHONI omyxou (puc. 6)
U B IpocBeTe OpoHxa (puc. 7), 94To co-
MPOBOXIAJIOCh HAapYyIIEHUEM BEHTH-
JISIUU B TUCTalbHEE PACTIOIOKEHHOM
y4yacTke JIETKOTO.

ITpu MHBa3MBHOM OPOHXOJIErOY-
HOM KaHIWI03€, YCTAHOBICHHOM Yy 35
MalreHTOB, HAMU BbIIEIEHBl 0Yaro-
Basi, y3JoBasi, WHOUIBTpaTUBHAS
U TMCCEMUHUPOBaHHasl HOpMBbI Topa-
JKE€HUSI JIESTOYHOU TKaHM.

ITpu ouarosoit hopme MHBA3UB-
HOTO KaHIWIO3a, YCTAaHOBIEHHO
B 38,2% ciy4yaeB, BBISIBISLUINCH Xao-
TUYHO PACIIOJIOXKEHHbIE UHTEHCUBHbIE
oyaru, pasMepbl KOTOPBIX HE MPEBbI-
wanu 2,0 cM, 6osee KpymHbIE U3 HUX
WMEJIU HEOMHOPOAHYI CTPYKTYpPY
U HeYEeTKHE KOHTYpPHI (puc. 8).

[1pu y3noBoit hopmMe MHBA3UB-
HOT0 OpOHXOJIETOUHOTO KaHAMI03a,
BBIsIBIIeHHOU B 44,2% cllydaeB, OTMe-
yajioch (popMupoBaHue (rpeumyiie-
CTBEHHO B CYOIUIEBpPaJIbHBIX OTIEax
JIETKUX) Pa3IUYHBIX pa3MepoB HOKy-
COB BBIPAXEHHOUW WHTEHCUBHOCTH,
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Puc. 3. boavras A. JTumpoma Xodxncikuna. Ouaeoswiii myodepkynes.
a — 0030pHbie peHmeeHoepammol ¢ unmepsanom 1 mec. B aeeom neckom Ha gone ycuneHHo2o
PDUCYHKA NOABUAUCH MeAKUe ouaeu YnAomHeHus; 6 — cepusi Komnviomeprix momoepamm. Ha gone
YCUACHHO20 N€204HO20 PUCYHKA CeM4amoz2o Xapakmepa — MHONCECIBEHHble NOAUMOPPHbIe ovazu

4 A

Puc. 4. boavnoii P. Jlumgpoma Xodxckura. B neeouroti mxanu —
noaocmHvle 00pa308aHUs ¢ UAPOBUOHBIM YRAOMHEHUEM BHYMPU
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C YEeTKMMU HapyXHBIMU KOHTYpaMH
HEOJIHOPOJHON CTPYKTYphI ¢ Oodvara-
MU JECTPYKIIMU B TOJIIIE. BhIsIBICH-
Hble (OKYChl MMEJIU TPEYroJbHYIO
WU HENMpaBWIbHYIO (opMy, HIKUPO-
KM  OCHOBaHMEM  TIpHJIEXKaIKn
K TUIeBpe, KOoTopasi Obljla HepaBHO-
MepHo ytommieHa. OKpyxaromias Je-
royHasi TKaHb He u3MeHeHa (puc. 9).

Ipu unpuabTpaTUBHON (hopme

Puc. 5. boavnoit T. HXJI. Komnvtomeprovie momoepammol.

Maccugrvie 30Hbl «<MAMo8020 CMeKAQ»

Puc. 6. boavnoi C. Jlumgppoma Xoodxwckuna.
Heunesazugnulii kanoudos. Komnsromepras momozpamma.
B moawe onyxoau noasunace HenpaguabHoli hopmol
noaocme decmpykyuu

MHBA3MBHOTIO OPOHXO0JETOYHOTO

KaHIKMIo03a, yCTaHOBJIeHHOUW B 8,8%

HaOMIONeHUH, KaHIWIO3HAsT TTHEeB-
MOHUS MIPOSIBUJIACH YYaCTKOM MHGUIBTPATUBHOIO YILUIOT-
HeHMsI, Ha (pOHE KOTOPOIrO BBISBJISINCH HEINPABUIbHOMN
(opMbI sTYEHUCTON CTPYKTYPHl (POKYCHI pacriaaa JeroyHoi
TKaHu (puc. 10).

JIucceMUHMPOBAHHOE TTOPakKeHHWE JIETOYHOW TKaHW
TpY UHBAa3WMBHOM OPOHXOJIETOYHOM KaHIWI03€ yYCTaHOBIIE-
HO y 8,8% malueHTOB, OHO COIIPOBOXKIAJIOCH ITOSIBIEHUEM
MHOXECTBEHHBIX XaOTHUYHO PACIIOJIOXCHHBIX MEJIKUX HH-
TEHCHUBHBIX 0YaXKOB ¢ HEYETKMMU KOHTYpaMu, He CIMBalO-
LIMXCST MEXIy coboli (puc. 11).

Jlpyroii onnopTyHUCTUYECKUIT MUKO3 — acreprusuies,
BBI3BAHHBII MJIECHEBBIMU rpudamu Aspergillus spp., ycTaHOB-
seH B 14,3% (12) naGmionenuii. [Tpy MHBa3MBHOM acriep-
TULIE3e PEHTICHOIOTMYECKY HAMU BbIAEIEHO 2 (DOPMBI I10-
paxKeHusl JIETOYHOU TKaHWU: IosiocTHass B 91,7% ciydaeB
U aMcceMUHUpoBaHHasd B 8,3%.

ITpu mosiocTHOU (hopMe MHBA3UBHOTO acrepruiiesa
ornpeneasiuch pazHokaaubdepHeie (nuamerpom 0,8—4,5 cMm)

eAMHUYHBIC (puc. 12) UM MHOXECT-

BCHHBIC IIOJIOCTHBIC O6pa3OBaHI/I${,

CBSI3aHHBIE C COCyIaMu, HUMEIOLINe
BHYTPU TPUCTEHOYHbIE LIAPOBUIHBIE
MAacChl, OKPYXEHHbIE IOJyMECSIEM.
OTMeyanoch HEPABHOMEPHOE yTOJILIE-
HHE CTEeHOK IT0JIOCTEel Ha OrpaHUYeH-
HOM y4YacTKe WJIU IO BCEMY MepUMETPY
(puc. 13). MHorna BBISIBISINUCH CUM-
TITOM «OP€0JIa» BOKPYT MOJOCTHBIX 00-
pa30BaHUN W peakiys IPUIeKaIIuX
OTJEJIOB IJIEBPHI.

Crenyetr OTMETHUTH, YTO BO BCEX
HaO0AeHUIX TOJOCTHbIE 00pa3o-
BaHUSI — acleprujuieMbl MOSIBIs-

JIUCh B HEU3MEHEHHOM paHee JIeroy-

&

HOM TKaHWU.

Hamu otMeueHoO, 4TO He3aBUCH-
MO OT (HOPMBI TTOpaKeHUs] TTPY WHBA-
3UBHOM acreprujuie3e MH(MOpMaTUB-
HBIM TPU3HAKOM SIBJISUIOCH Hajuuue
MOJIOCTHBIX O0Pa30BaHUIA.

Eie onviH Bua BocniajieHuUs, KO-
Topblil ¢ 1988 I. OTHECEH K MUKO3aM,
ITHEBMOIIMCTHAST TTHEBMOHMSI, ObLT yC-
TaHOBJIeH Y 7 00JbHBIX. Bo3Oynutenem
MHEBMOIIMCTHON MTHEBMOHUY SIBJISIET-

3

cst Pneumocystis carinii.

Puc. 7. boavnoii A. HXJI. HeuneazusHotii KaHoudos.

a — 0030pHble penmeeHoepammol. Amenexkmasz cpeoueil 0oau;
0 — KomnsomepHoie momoepammel. Hepasrnomeproe cyxcenue npoceema

cpednedonesoco bponxa. Amenekmas S4

OCHOBHBIM KJIIMHUYECKUM ITPO-
SIBJICHUEM ITHEBMOIIUCTHON ITHEBMO-
HUW CITyKWJIa TIPOTPECCUPYIONIast Ibl-
XareibHasi HEAOCTATOYHOCTb, MHOTIA
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HaOTIOManMCh JUXOpalaKa, Kallelb, KOTOpPble BO3HWKAIN
B Cpoku OT 15 mo 60 mHeit rmocie mpoBeneHUsT XUMUOTEPa-
MEeBTUYECKOTO JIedeHUsT Wik B TedeHue 100 mHEi mociie BbI-
COKOIO3HOUW XMMHUOTEPAINU C TOCIEAYIOLIEN TpaHCIUIaHTa-
LIMei ayTOJOTMYHBIX TEMOIMOATUYECKHUX CTBOJOBBIX KJIETOK.

PeHTreHosornyeckne MposiBICHUST 3aBUCIT OT MaTo-
MOP(MOJIOTMYECKNX UBMEHEHWI, KOTOPhIE XapaKTepU3yIOTCs
IIByMsI OCOOCHHOCTSIMU: 3aIllOJIHCHHEM aJIbBeOJI, OPOHXUOJ
U MEJIKUX OPOHXOB IMEHNUCTHIM 3KCCYIaTOM (CKOTUICHUS MU~
KPOOpPTaHU3MOB) U MpoaudepaTUBHBIMU IpolieccaMu
B MeXaJbBeOJIPHbIX Teperopoakax. Ilpu mopdoaorunye-
CKOM KCCJIEIOBAHUU JIETKKE TTPU IMTHEBMOILIMCTHOM ITHEBMO-

MTaJTUTETbHBIX TTPOLIECCOB B JIETKUX, BOZHUKIIUX Ha (poHe Jie-
yeHUs y 98 OOIBHBIX TeMO0IacTO3aMu, TIOKa3al, YTO BOCIIa-
JITENIbHbIE U3MEHEHUsT ObUTU TIPEACTABICHBI THEBMOHUSIMH,
TyOepKyJie30M U MUKO3aMu. JlnarHo3 TyOepKyJie3a HepeaKo
HCKJIIOYAJICS TOTAA, KOrga KIMHUKO-PEHTICHOJIOTHYecKue
JIaHHbIE MO3BOJISUIM MPEATOJOXUTh, MPEXIe BCEro, Ty0epKy-
Jie3, U HA00OpOT, YCTAHABIMBAJICS B TEX CIydasiX, KOraa O HeM
u He pymanu. [ToaTroMy HeoOxoauMO U3ydyeHue ouocyocTpa-
TOB JUIsl YyTOUHEHWSI TPUPOABI BBISIBICHHOUW IaTOJOTUH,
BKJTIOYAloniee 3-KpaTHOE MUKPOCKOTMYECKOE UCCIIEI0BAHNE
MokpoThl, [TLLP kpoBu 1 MokpoTsl Ha BbisgBiaecHue JITHK Mu-
KobakTepuit Tyoepkyne3a, MDA KpoBH Ha IPOTUBOTYOEPKY-

HUU «pPEe3UHOBOI» TNIOTHOCTU, O6€3B03-
NYILIHBIE, HE CITAaioTCs, Ha pa3pese —
(hroIeTOBOrO WJIM CEPO-KPAacCHOro
LBeTa, IPU HaZaBAMBAaHUU CTeKaeT
cau3ucTas KpoBsiHUCTast Macca [19].
IIpu peHTreHOJIOTUYECKOM MC-
CJIeIOBAaHUU OTMEYaJoCh CHUXEHUE
BO3AYIITHOCTH JIETOYHON TKaHU, CO-
[MPOBOXKIAOIIEECST YCUIEHUEM JIETOU-
HOTO PHCYHKa B HUXHHMX OTAeIax
¢ 00eHX CTOPOH U MOSIBJIEHUEM y4acT-

L8 A

KOB YIZIOTHEHUST JIESTOYHOI TKaHU 6e3
yeTkux KoHTypoB. [Ipu KT-uccreno-

Puc. 8. boavnoii C. Jlumgppoma Xooxwckuna.

KOManOmeprle momoepammol. B ne2ounoii mxkanu — xaomu4Ho PAcnonoNceHHble

BaHMM BbIABJIAIUCL pPA3/JIMYHBIX pas3-
MEPOB Y4YaCTKM «MaTOBOI'O CTCKJIa»
C HCYETKUMU KOHTYpaMM, OTME€YaJIOCh

ouazu oKpy2A0il hopMbl 8bIPANCEHHOU UHMEHCUBHOCIU C YeMKUMU KOHMYPAMU.
Y 6onee kpynHoix 04az06 KOHMYpPbL HeHeMKUe 3a cHem eOUHUHHbIX KOPOMKUX MANCell.

OprJiCtl}Othﬂ /1€20YHAA MKAHb He USMeHeHa

,

Puc. 9. boavroii K. Jlumpoma bepkumma. HneazusHwlii Kanoudos.
a — 0030pHas peHmeeHoepamma. B neekux — pazauuHsix pazmepos (hokycol ynAOMHEHUs ¢ HeYemKUMU KOHMYpamu; 6 — KOMRblOMepHble
momoepammbl. CyonaesparvHo pacnosodicerHble mpey2oabHoli hopmol YoKYCbl YRAOMHEHUS HeOOHOPOOHOU CMPYKMYpbl

>

yTOJIIIeHNE BHYTPHUIOJIHLKOBOTO
U MEXIOJTbKOBOTO WHTEPCTULIMS.
Ha doHe «MaTtoBoro crekia» mpocie-
XKUBAJIUCh COCYIbl, CErMeHTapHbIe
u cybcermeHTapHble OpoHxu. B cy0-
IJICBPAJIbHBIX OTIENIaX OIpPenessUINCh
OoJiee TJIOTHBIE (POKYChl O€3BO3IYIII-
HOI1 JIerOYHOIM TKaHu (puc. 14).

B psnge cayyaeB oTMedanoch co-
yeTaHWe MHEBMOLMCTHON M IIUTOME-
raJOBUPYCHOI MHEBMOHMUU.

3aknioyenue

AHanu3 Hallero wmarepuadia,
BKJTIOYAIOIINIA OLIEHKY KIIMHUKO-PEHT-
TeHOJIOTUYECKUX OCOOCHHOCTE BOC-

»

Puc. 10. boavroii U. Jlumgpoma Xoonckuna. Hneasusnulii Kanouoos.
Komnviomepruvie momoepammot. Ungurompamuenas gopma
UHBA3UBH020 KAHOUO03a — KAHOUOO3HASI NHeBMOHUS

£002.7
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Jie3Hble aHTUTeNa. OIMOKKM B MHTEPIIPETallMd BO3HUKIINX
M3MEHEHMI B JIeTKUX (YCTAHOBJICHUE IMArHO3a OIyXO0JIEBOTO
MOpaXXeHHUs) BIIEKYT 3a CO00i Ha3HAUYEHKE XMMUOTEPAIIEBTH -
YEeCKOro JIeYeHUsT U, KaK CJIeACTBHE, IIPOrPeCCUPOBaHUE TY-
OEpKYJIE3HOro Ipoliecca.

Ipu M3ydeHUU PEHTIEHOJIOTMYECKUX MPOSBICHUI OIT-
TMOPTYHUCTUYECKUX MHUKO30B HAaMU BBIIEJICHBI 3HAYMMBbIC

PEHTIEeHOCEMHOTUYECKIE TTPU3HAKH, XapaKTePHbIE IJIST KaXK-
JIOTO BO30yaMTEIst. DTO SIBUJIOCH OCHOBaHMEM B 26,2% Ha-
OJII0IEHMIA YCTAHOBUTD IMArHO3 MHBA3MBHOIO MUKO3a TOJILKO
10 JaHHBIM JIy4€BbIX METOIOB, Ha3HaYeHUE aHTU(DYHIaJIbHOM
Teparuy B 3TUX CJIydasiX 1aj1o MOJOKUTEIbHbIN 3(DPEKT.
Hamu ycTaHOBIEHBI BUABI OPOHXOJIETOYHOTO KaHIW-
03a; aJUIeprUIecKuii OPOHXOJIETOUHBIM KaHAMI03, TIPO-
SIBUBIINICS TUIEPUYYBCTBUTEIbHBIM

a

aJIbBEOJIMTOM, HEMHBAa3WBHBII M UHBA-
3MBHbIII OPOHXOJIETOYHbBII KaHIWUI03,
MPU KOTOPOM BBIJIEJEHBI 04aroBasi, y3-
JioBast, UH(WILTpAaTUBHAS U JUCCEMMU -
HUpoBaHHasi (hOPMbI TOpPAXKEHUS Jie-
TOYHOW TKaHU.

CorylacHO HallUM HCCea0Ba-
HUSAM, Haubosee MHOOPMATUBHBIM
PEHTIreHOAMAarHOCTUYECKUM MpU3Ha-
KOM ITPY BbIIEJIEHHBIX (hOpMax MHBa-
3MUBHOTO KaHIMA03a MOXHO CUUTATh
HaJWuMe OeCTPYKIIMU JICTOUHOM TKa-
HU STYEUCTON CTPYKTYpPHI, HATTOMUHA-
o1ei ryoxy.

B otinuue ot ouaroBoro tyoep-

36

KyJie3a JIETKMX MpU MHBA3MBHOM Oya-
TOBOM KaHIM03€ JIETKMX HET MPeuMy-
LIECTBEHHON JIOKaIMU3alUu B BEPXHEM
noJie, moJuMop@u3Ma o4aroB U OTCEBa
HX IT0 epudepuu, CKIOHHOCTH K ClTM-
SIHWI0, U3MEHEHUS JIETOYHOTO PUCYH-
Ka B OKpyXalollleil J1eroyHoi TKaHU.
I1pu y3noBoit hopMe KaHIMI03a
B OTJIMYUE OT OAKTEpUAbHOU IMHEB-
MOHHUHU HET Tepu@OKaJIbHOTO OTeKa,
JNECTPYKLMST STYEUCTON CTPYKTYpPbl Ha-

MOMMHAET I'yOKY, B OJOCTH HET ropu-

Puc. 11. boavnoui C. Xponuueckuii aumeponeiixos. Hueasusnwiii Kanouoos.

a — 0030pHble peHmeeHoepammbi. JJUCCeMUHUPOBAHHOE ROPAIICCHUE Ne20HHOL MKAHU;
0 — KoMnblomepHbie MOMOPaAMMbL. JIUCCeMUHUPOBAHHAS (OPMA UHBA3UBHO20 KAHOUO03A.
MHuoxcecmeerbie Xa0Mu4HO PacnoNodNCeHHble MeAKUe 04au YRAOMHEeHUs U 6onee

KpynHble ¢ HewemKuMu KOHMypamu

30HTAJILHOTO YPOBHS XXKUIKOCTH.

Ilpy HewHBa3suBHOU (opMme
KaHIMI03a KOHUIUU POCJIU B pacma-
JMAIOIIMXCS OTMyXOJISIX UM B TIPOCBE-

Te OpoHXa U IO €ro IOBEPXHOCTH,

a

BBI3BIBAsl HapylleHUe BEHTUJISLIUKN
B JAUCTaJbHEe PaCIOJOKEHHBIX yda-
CTKax JIETKOTO.

JJ1st ApYroro OIMOPTYHUCTHYE-
CKOTO0 MHUKO3a — acIlepruuiesa Jer-
KX — HauboJiee MH(POPMATUBHBIM
PEHTIeHOJOTMYECKUM TTPU3HAKOM SIB-
JISUTOCh HAJIMYWeE TIOJIOCTHBIX 00pa3o-

BaHuil. PazHokanubepHbie (quamerp
0,8—4,5 cM) eqMHUYHBIC WJIK MHOXE-
CTBEHHBbIE MOJOCTHbIE OOpa30BaHUs
C TIPUCTEHOYHBIMU 1IAPOBUAHBIMU
MaccamMy BHYTPU, OKPYKEHHbIE TOJTYy-
MECSILIEM U «OPEOJIOM» BOKPYT, pa3BU-
BaJIUCh B HEW3MEHEHHOW JIETOYHOW
TKaHu. CTEHKHU TI0JIOCTeil OBLIM He-
PaBHOMEpPHO YTOJIILIEHbl HAa OrpaHU-
YEHHOM YYaCTKE WJIM MO BCEMY MEpHU-
MeTpy. B psize ciyyaeB umena mecto

peakuusa l'lpVU'lC)KaH.[CI?I TIJIEBPLI.

Puc. 12. Hnsasusnsiii acnepeuines. Komnvtomeprvie momoepammbl.
a — acnepeunnema (6oavHoil I., aumgpoma Xodxckuna);
0, 6 — acnepeuniemvl, cumnmom «opeoaa» (0: boavroi K., HXJI; 6: 6oavroi B., HXJI)

CorylacHO HalllUM HCClIeI0BaHU-
AM, TUIIUYHBIM PEHTICHOJIOTNMYCCKUM
IIPpU3HAKOM TMHEBMOLUCTHOW TTHEBMO-
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HWY Ha paHHMX 3Talax siBJISIOCh HATMIWe YIUTOTHEHWH Jie-
TOYHOI TKaHM, 00YCIOBJICHHBIX CHIDKCHUEM €€ BO3MYIITHO-
CTH, TIPEUMYIIIECTBEHHO B CPEAHMX W HIDKHUX OTIEJIax Jier-
KHX C 00euX CTOPOH B BUJIE Pa3IMYHBIX Pa3MEPOB 30H «Ma-
TOBOTO CTEKJIa» C HEYETKMMU KOHTypamu. B cyOruieBpaib-
HBIX OTIEJIax OINpeneisuiuch 0ojiee TIOTHBIE (DOKYChl Oe3-
BO3MIYLIHOW JIETOYHOUN TKAHMU.

TpynHOCTH BBISABICHUS HEOIYXOJEBOW IAaTOJOTUH
Y UMMYHOKOMITPOMETHUPOBAHHBIX OOJIBHBIX OOBSICHSIOTCS
¢J1abo BbIpaXXKeHHOM HENTPOhUIbHON MHGUIBTPALIUE Jie-
TOYHON TKaHU (JIOXKHOOTpHUIIATEbHbIE Pe3yJbTaThl PEHT-
TeHOJIOTUIECKOTO MCCIIeIoBaHMs Habmoganmuchk B 68,4%
cllydyaen).

B nepuon ¢ebGpunbHOU HelTponeHUU MpoOBeneHUE
KOHTPOJBHOTO PEHTTEHOJIOTUYECKOTO UCCIIeTOBAHUS C KO-
POTKUMU TIpoMexXyTKamu (1—2 aHS) CrocoOCTBOBAIO BhI-
SIBJICHUIO M3MEHEHUIA JIeTOYHOI0 pUCYHKA Ha OTpaHUYEeH-
HoM yyacTtke. JlonmomHutenbHoe npuMmeHeHue KT-uccne-
NOBaHUSI B CTaHZAPTHOM peXuMe

IMopakeHue JIErOYHOM TKaHW Yy OOJIBHBIX reMo0Jjia-
CTO3aMU MOXET OBITh 00YCIOBICHO MTPUCOCANHEHUEM MH-
(heKIIMOHHBIX OCOXHEHUI B BUIEC OAKTepHaIbHBIX TTHEB-
MOHMUI, TyOepKyjae3a U MMUKO30B. [Ipu auarHoctuke Ty-
OepkKysie3a pe3yJbTaThl JYyYeBbIX METOAOB 0053aTeIbHO
IOJIKHBI OBITh TMTOATBEPXKICHBI 1a00PaTOPHBIMU MCCIIEI0-
BaHUSIMU OMOCYOCTPaTOB.

B HacTosmee BpeMs aieKBaTHOE COBpEeMEHHOE 00-
cliefoBaHUe OOJIBHBIX C JUXOPAJKOM HESICHOro reHesa
IOJXHO BKIOYaTh mnpoBeaeHue KT-ucciaemoBaHus
OpraHoOB TPYIHOW KJETKM B CTAaHIAPTHOM DpEXUME
C MOCJHEeAYIOIUM TPUMEHEHUEM METOIUKHU BBICOKOTIO
paspelnieHus.

CBoeBpeMeHHasl TMarHOCTUKA WH(MEKIMOHHBIX TT0-
paXXeHUIi JIETOYHON TKaHU CIIOCOOCTBYET paHHEMYy Jieue-
HUIO U CHUXEHHUIO KOJIMWYECTBA OCJIOXHEHMIA, a 3HAUWT,
MOBbILIEHUIO 3G GHEKTUBHOCTHU J€YEHNSI OCHOBHOIO 3a00-
JIEBaHMS M YJIYYIICHUIO €ro IMPOrHo3a.

C MOCHEAYIOUIMM UCIOJb30BaHUEM r
METOAUKN BBICOKOTO pa3pelieHMs
MO3BOJISLIO YTOUHUTh XapaKTep BbISB-
JIEHHOM MaToJIOTUH.

ITo manusiM H.H. Kitumko [20],
3 GHEKTUBHOCTD JIEYEHUST THBAa3UBHBIX
MMKO30B 3aBUCUT OT BpeMEHM Hauaja
teparnuu. [losTOoMy mpencraBisitoTCs
aKTyaJbHbIMUA paHHEE BbISIBICHUE
U YTOUHEHHE XapakTepa IMOpaxeHUit
JIETOYHOM TKaHU JIy4eBbBIMU METOAAMU.

X 4)

B coMHUTETbHBIX ClIyyadx KeJIaTCJIbHO
BbICKa3aTb NPEAINOJ0KCHUE O BO3HUK-
HOBCHHU IpH6KOBOFO IIOpaKC€Husd Jie-
TOYHOU TKaHU Ha OCHOBAaHUM JIyYEBbIX

Puc. 13. boavroii T. Jlumgpoma Xooxwckuna.

KOMnbiOmeprle momoepammel. MHoxcecmeenHble nosocmuole 06])61306(1Huﬂ

¢ Maccoii muyeaus 6Hympu

METO0B, YTO MTO3BOJIMJIO ObI CKOPPEK-
TUPOBATh IIPOBOINMOE JIEUEHHUE.

Kax rokasayii Hal KccienoBa-
HU$I, IPY BOSHUKHOBEHUU ITOPAXKEHIUSI
JIETOYHOM TKAHU y OOJIBHBIX reMo0iIa-
CTO3aMU TOJBKO KOMIIJIEKCHOE IIPUME-
HEHUE JIYYEBBIX METOLOB ITO3BOJISIET
[TOBBLICUTH TOYHOCTh JAMArHOCTUKMU IO
96,9% u crietbuaHOCTD 10 62,5%.

IIpenckasarenbHas LEHHOCTH
[TOJIOXUTEILHOTO TECTA MIPU PEHTTE-
HOJIOTMYECKOM MCCJIEAOBAHUM CO-
craBuna 93,1%, npu CKT — 96,8%,

a TpeackKasaTejbHas LUEHHOCTb OT-
puuareapHoro tecra — 11,5 u 100%
COOTBETCTBEHHO.

Wcronp30BaHre HaMU CHCTEMBI
PACS nnst nimarHoctuku 3aboyieBaHUM
JIETKUX TIO3BOJIMJIO COKPATUTh CPOKH
obcenoBaHust, B 96,7% cityyaeB Crio-
COOCTBOBAJI0O YTOYHEHMIO XapakTepa
BO3HMKIIEN maronornn. OmHAKO WHO-
ra JiydeBble METOIbI IT03BOJISIOT JIUIIIh

SY )

3aMoJ03pUTh TY UJIY UHYIO STUOJIIOTUIO
JIETOYHOTro mopaxeHus. s okoHYa-
TeJbHOI Bepudukanuu tpedyercs 6a-
KTE€PUOJOTUYECKOE, LIMTOJIOTNYECKOe
WU TUCTOJIOTUIECKOE WCCIIENOBaHME
OMOJIOrMYECKUX CyOCTPaTOB.

Puc. 14. boavnoii M. Muoscecmeennas muenoma.

a — 0030pHble penmeeHoepamMmbl ¢ uHmepgarom 3 Hed. B cpedocmenuu — yseauuenHole
Aumpamuueckue y3nvl. B HUMICHUX 0mOenax neekux pucyHoK ycuneH, MalouHmeHcUsHbvle
YHACMEKU YNAOMHEHUs N1e204HOU MKAHU; 6 — KOMNbIOMEPHble MOMODAMMbL.
Yuacmru oughghyznoeo ynaomuenus necouHol mKaHu muna «<mMamoeozo cmekia»

U naommole oKycol 6e36030YUHOL Ne204HOI MKAHU

£002.7



OCNOXHEHWA TEMOBNACTO30B U UX NEYMEHWE

£002.2

1. Toutn P. Helitponienusi. B kH.: Cekpe-
TBI TEMATOJIOTHH U OHKOJIOTHY. Mapu

3. Byn, [Ton A. bann. 1997. c. 134—7.

2. Gruson D., Hilbert G., Boiron J.M. et
al. Severe respiratory failure requiring
ICU admission in bone marrow trans-
plants recipients. Eur Resp J
1999;13:883—17.

3. Ninane V. Radiological and invasive
diagnosis in the detection of pneumonia
in febrile neutropenia. Int J Antimicrob
Agents 2000;16:91—2.

4. Apasuiickuii PA., Knumko H.H., Ba-
cunbeBa H.B. Inarnoctrka Muko3os. C.-
116.; 2004. c. 40—4.

5. YepHsieB A.JI., CamcoHoBa M.B.
[MTueBmonus. B xu.: [Tatonornueckas
aHaromus jerkux. [Ton pexa. A.T. Uyyanu-
Ha. M., 2004. c. 26.

6. Webb W.R., Muller N.L., Naidich D.P.
High-resolution CT of the lung.
Philadelphia, Baltimore, NewYork,
London, Buenos Aires, Hong Kong,
Sydney, Tokyo, Lippincott Williams
&Wilking; 2001. p. 259—355.

7. Anekceena T.P. MuddepeHumnanbHast
IMATHOCTUKA OITyXOJIeil U TUCCEMUHUPO-
BaHHBIX MTPOLIECCOB JIETKUX. ABTOped.
IIMC. ... KaHI. Mea. HayK. M.; 2006.

8. Anekceesa T.P. BoamoxHOCTH JTyueBOit
JIMAaTHOCTUKU MOPaXeHUs JTeTKUX y OHKO-

n P A B H N1 A

NuwrepartTypa

remarosioruyeckux 6onpHbIx. 111 cbesn
oHKoJ10roB 1 pagronoroB CHI. Munck,
25—28 mast 2004 1. c. 336.

9. Brown M.J., Worthy S.A., Flint J.D. et
al. Invasive aspergillosis in the immuno-
compromised host: utility of computed
tomography and bronchoalveolar lavage.
Clin Radiol 1998;53:255—7.

10. Yousem S.A. The histological spec-
trum of chronic necrotizing forms

of pulmonary aspergillosis. Hum Pathol
1997;28:650—6.

11. A6oBuu KO.A. KomnibroTepHasi Tomo-
rpacdus BBICOKOTO paspenieHust B audde-
PEHIMATBHOW TUArHOCTUKE WHTEPCTULIM-
aJIbHBIX MTHEBMOHMIA. ABTOped. AuC. ...
KaH[. Mel. Hayk. M.: 2003.

12. Weber C.K., Friedrich J.M.,

Merkle E. et al. Reversible metastatic pul-
monary calcification in a patient with
multiple myeloma. Ann Haematol
1996:72:329—32.

13. UBanosa JI1.®., [imutpuena H.B., ba-
ruposa H.C., ypuos JI.A. [Tpodunak-
THKa U JieueHue GeOpuIbHbIX HEUTpore-
HUI Yy OHKOJIOTUYECKUX 00IbHBIX. UH-
(beKIMr 1 aHTUMUKPOOHAas Tepanust
2001;(4):109—11.

14. Rossini E., Verga M., Pioltelli P. et al.
Incidence and outcome of pneumonia in
patients with acute leukaemia receiving

a n i

first induction therapy with antracycline-
containing regimes. Haematologica
2000;85:1255—60.

15. YepnsieB A.JI., CamcoHoBa M.B.
[MTueBmonwus. B ku.: [TaTonornueckas
aHaromust erkux. [og pen. A.TI. Yyvyanu-
Ha. M.; 2004. c. 31.

16. Enunos H.I1. Bo30yauTenu onmopry-
HUCTUYECKUX MUKO30B. B KH.: Meau-
LIMHCKAsi MUKPOOMOJIOTHSI, BUPYCOJIOTHSI,
ummyHosorust. [lon pen. JI.I1. Bopuco-
Boii. M.; 2002. c. 671—S8.

17. beprman K. DK30reHHbIi ajuiepru-
YyeCcKUil aabBeoJnT. B KH.: JIlucceMuHu-
poBaHHbIe Mpolecchl B yerkux. Mo pen.
H.B. IlyroBa. M.; 1984. c. 106—27.

18. Epoxun B.B., Ienpimun J1LE.,

Jlenexa JI.H., IsopakoBckas M.B. Dk30-
TeHHbII aJlJIePruYecKuii abBEOUT.

B xH.: KneTouHast 6uosnorust 1erkux

B HOpPMeE U Ipu naTojoruu. M., Menuiuu-
Ha; 2000. c. 393—7.

19. Yepnsen AJI., CamconoBa M.B.
ITHeBMoHus. B kH.: [Taronornyeckas
aHaromusi ierkux. [lox pen. A.I. Yyvanu-
Ha. M.; 2004. c. 35.

20. Knumko H.H. InarHoctuka u jeve-
HME KaHAMJIEMUU U OCTPOTO TUCCEeMUHU-
pOBaHHOTO KaHauao3a. Mudexuus u aH-
TubakrepuanbHas tepanus. Consilium
Medicum. 2002;4(1):30—6.

A B T

—

[\

()

o CTaTI)I/I, HaITpaBJIsIeMbIC B XKypHaJl <<OHKOl"eMaTOJ'[OFI/IH>>, JIOJIKHBI

ObITh TIpeacTaBieHbl Ha CD-HocUuTessIX (IUucKax — 3JIEKTPOHHAs
Bepcusi) C pacrievyaTKoil Ha Oymare B OIHOM 3K3eMIuisipe 14-m
mpudTOM. ABTOPBI MOTYT MPUCHLIATH CBOM MaTePUAITBI IO DJIeK-
TpoHHOU Toute: info@abvpress.ru. /Ipu smom He 3a6ydvme yKazvl-
8amb HA36aHUe JCYPHANA.

. ZKesaTeabHO Be3e reHbl MUcaTh KYpCUBOM, 0eJIKU — OOBIYHBIM

mpudTom.

. K cratbsim, coicp Kalium COOCTBEHHbBIE JaHHbIE (3T0 OTHOCUTCA

" K OIIMCAaHUAM cny‘{aeB), TIOJIKHBI OBITH TIPUIIOXKEHDBI PE3IOME Ha
PYCCKOM U KeJaTeJIbHO Ha aHIJIMIACKOM s3bIKaX 00bEMOM He 60-
JIce 1/3 MAIIMHOMMUCHOM CTpaHULIbl M YKa3aHbl KJIIOUEBbIE CI0BA.

B BBIXOIHBIX JTaHHBIX CIIEIYeT yKa3aTh: Ha3BaHME CTATbH, MHULIM-
anbl U aMUIMKA BCEX aBTOPOB, HA3BAHME YYPEXKAEHUsI, TOPOJI.
B koHIIe cTaThy 00s13aTEebHO CIIEAYeT AaTh KOHTAKTHbIE Teedo-
HbI, aapec 3JeKTpoHHoi mouTsl 1 P.1.0. aBTopoB.

. Bo Bcex craThsx XeaaTeabHO IEPEBECTU Ha AHIMIUACKUAN S3BIK

Ha3BaHUE W 00A3aTeJbHO HANMKCATDH IMO-AHIIMIACKH cl)ammmn BCeX
ABTOPOB U HA3BAHUE YYPEKIACHHUA, U3 KOTOPOro CTAThs BHIXOAMT.

. Ecnu craThs COITPOBOXIACTCA PUCYHKaMU 1 TaGJ’[I/IHaMI/I, CCBUIIKA

Ha HUX B TEKCTE 00sI3aTeIbHBI.

. DJIEKTPOHHBII BApUAHT PUCYHKOB JOJIKEH OBITh BBIIOJIHEH B (hop-

mare TIFE JPG, CMYK c pa3pemernnem He meHee 300 dpi (Touek
Ha mioiimM). BektopHbie winmoctpaiuu — B ¢opmare EPS Adobe
Illustrator 7.0 — 10.0 (Ho He MS PowerPoint wiu MS Excel). Bce
PUCYHKU JOJDKHBI OBITh TIPOHYMEPOBAaHbI M CHAOKEHBI MOIPUCY-
HOYHBIMU MoanucsiMu. Ha pucyHke yKas3bIBalOTCS: «<BEPX» U «<HU3»;
(parMeHThI prCyHKa 0003HAYAIOTCST CTPOYHBIMK OYKBaMU PYCCKO-
ro andaButa — «a», «0» u T.J. Bce cokpaleHus 1 0003HAYECHUS,
HCITOJIb30BaHHBbIE HAa PHUCYHKE, JTOJDKHBI OBITh paciim(poBaHbI
B MOJAPUCYHOUHOM Toarucy. Ec/ii pUCYHKH NPeICTaBISAIOTCS TOJIb-
KO B 3JIEKTPOHHOM BAPHAHTE, NMOANUCH K HUM 00SI3aTeJIbHO OJIKHBI
OBITH IAHBI JIM0O NMPH KAXKIIOM PUCYHKE, JIH0O0 HA OTIEILHOM JIMCTE.

8. Bce TabJIMIIbI I0JIKHBI OBITh TIPOHYMEPOBAHbI M UMETh 3ar0JIOBKH.
Bce cokpaliieHHs paciindpoBbIBAlOTCS B IPUMEYaHUU K TaOJIMIIE.

9. CiMcoK JIUTEepaTypbl NPUBOAMTCS B NOPSAKE IMTHPOBAHUS.
JIJ1s1 KaxkJ10ro MCTOYHKMKA HeobxoauMo ykasarth: ®.1.0. aBTopoB
(ecu aBTOpPOB He 00Jiee YeThIpeX, TO MEPEUUCIUTD BCe X (haMu-
Jymu. Eciiu 6osiee yeTwipeX, cliefyeT yKa3aTh (haMUJInyu U MHULK -
aJibl TPEX IMEPBBIX aBTOPOB, @ BMECTO IMEPEYMCIIEHUST OCTAJIbHBIX
CTaBUTCS <M JIP.» B PYCCKOM WIIN <€t al.» B aHIJIMICKOM TEKCTax).
Tak:ke 00s13aTe/ILHO CJIEAYeT aTh HA3BAHHE KHUTM MM CTATHU, Ha-
3BaHUE XypHaJIa, TOll, TOM 1 HOMEep BBIITyCKa (U1 KHUTU — Me-
CTO U3IaHWsI, HA3BaHUE U3IATEIbCTBA, TON).

10. Bce cokpaiiieHus (aGOpeBUaTypbl) B TEKCTE CTaThU MPU YIIOTPEO-
JICHUH B MEPBBI a3 TOJKHBI ObITh MOJTHOCTBIO PaCIIN(bPOBAHBI.

11. Bce cchlIKM mevyaTaroTcs B KBaJpaTHBIX CKOOKaX

12. Bce 3amMevaHust, OXeJIaHUS U TTPEIUTOXKEHUSI 10 TEKCTY CTaThu,
cleaHHble YJIeHAMM DEAKOJUIETUM WU PELieH3eHTaMu, OyayT
coo01eHbl aBTopy. I[locie BHeceHHsI aBTOPOM HEOOXOAMMOM
MPaBKU CTaThsl CHOBA Oy/IeT MPOCMOTPEHA YIEHOM PEIKOJUIETUU
M, €CJIM 3TO Oy/IeT He0OXOIMMO, CHOBA OYIET COOOIIEHO aBTOPY
0 cIeJIaHHbIX 3aMedaHusix. Hukakoii mpaBku 6e3 BeaoMa aBTopa
BHOCUTbHCS HE OY/IeT.

Kypnan «OHKOreMaToiorusi» MPULIALIAET BCEX
K AKTHBHOMY COTPYIHHYECTBY.

CBsI3bIBATHCSI MOXKHO C JIFOOBIM U3 CICAYIOIINX WICHOB PEAKOIIIe-
TUH (IO BCeM BOIIPOCaM, KPOMe OTHPABJICHHUSI CTATEH):
IIABHBINA penakTop — Maiisa AnekcanaposHa Bosikosa.

Tenedon: 324-28-24, sneKTpoHHBIM aapec: volkova@orc.ru;

3aMeCTHTEh NIABHOTO penakropa — EBrennii Anekcaniaposud OcMaHOB.
Tenedon: 324-28-14;
OTBETCTBEHHbII cekpeTapb — AHTOH JIMutpuesny ITInpun.
Tenedon: 324-28-14, a1eKTpOHHBIN anpec: shirin-crc @mtu-net.ru

Anpec: 115478, Mocksa, Kammpckoe mocce, 24;
OTIeJIeHIe XUMHUOTEePAITii reMo01acTO30B.
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TmepkanpimemMust, pa3BuBIIasicss Ha (pOHE OHKOJIOTH-
YEeCKOro 3a00JIeBaHUsI, 3HAUUTEIBHO YXYIIIAeT HEMOCPEICT-
BEHHBII MPOTHO3: OKOJIO MOJOBUHBI MAILMEHTOB C KIMHUYE-
CKH 3HaYMMOI1 TUTepKaIblIMEMUEl yMUPAIOT B TeUeHUe 1 Mec
[1], mpu >TOM cTeneHb BbIPAXEHHOCTU TUIEPKATbIIMEMUN
U €e CUMIITOMOB BOBCE HE CBUJIETEILCTBYET 00 MHKYpaOesb-
HOCTH CaMOTO OHKOJIOTMUECKOTO 3a001eBaHus. [IpyrumMu cio-
BaMM, TUTIEPKAJIbIIMEMHUS cama 1Mo cede sIBIsIeTCsS He3aBUCH-
MbIM (haKTOPOM Heb1aronpusTHoro nporsosa. C apyroii cro-
POHBI, TUMEPKATbLIUEMUS] — TOBOJILHO YACTOE DJCKTPOJIUTHOE
HapyllleHUe, BBISIBIsIEMOe MPU OMOXMMHUYECKOM MCCIIeI0Ba-
Hun 'y 20—30% 0GO0JIbHBIX, CTPANAIONIMX 3JI0KAUYeCTBEHHBIMU
HOBOOOPa30BaHUSMU, IIPY 3TOM B OOJIBIIMHCTBE CIy4aeB ypo-
BEHb OOIIEro KajblMsl KPOBHU IOBBIIIAETCS YMEPEHHO (IO
3,0 MMOJIb/JT) U TUTIEPKaAJbLIMEMUST TTPOTEKAET OECCUMIITOM-
Ho. o cepenuHbl 1990-X IT. runepkajJbLMEeMMs] OCIOXKHsLIA
TeyeHue 3aboeBaHusl 1/3 GOIbHBIX MHOXECTBEHHOI MUEIO-
Moit (MM) u 2/3 601bHBIX OCTPBIM T-TUM(POOGIACTHBIM JIeii-
KO30M, aCCOIMUPOBAHHBIM ¢ T-TMM(MOTPOITHBIM BUPYCOM Ye-
noBeka 1-ro tuma (HTLV-1). B mocnenHee nmecsitunerue
B CTpaHax, Tae Ul NMpohUIaKTUKNA KOCTHBIX OCJIOXXKHEHMI
CTaJId aKTUBHO MPUMEHSTh OMchOoCchOHAThI, YacTOTa TUIep-
KaJIbIIMEMHUU TIPY 3TUX 3a00JIeBaHUSIX HECKOIBKO CHU3WIIACH.
Teno «cpeaHero» yenoBeKa coaepkuT okoso 1000 r kanblus,
nmpryeM 990 T cBSI3aHO ¢ KOCTHO TKaHbIO, OKOJIO 9 T HAXOAUT-
¢s1 BO BHYTPUKJIETOYHOM MPOCTpaHCTBe, 0,75 T — B UHTEPCTU-
LIMaJIbHOM TIPOCTpaHCcTBe U TobKO 0,25 T (Te. 0,025% ot 006-
LIEro KOJIMYECTBa KalbLIMs Tela) — B TUIa3Me KPOBU. YPOBEHb
00II1eT0 KaIbIIMsI CHIBOPOTKY (2 UMEHHO OOV KaJIbIIUI OTT-
penensieTcst B OOJBIIMHCTBE JTabOpaTopuil) He BCeraa oTpaxa-
eT UCTMHHOE HapylleHHe OajlaHca 3TOro 3JICKTPOJIUTa, T0-
CKOJIbKY OMojiorndeckue 3¢ @eKThl Kaablysl 3aBUCST OT BEJI-
YUHBI €r0 MOHU3UPOBAHHOI («CBOOOIHOI» ) (bpakiiu. B HOp-
Me 0KoJ10 40% KaJbliMsi CBIBOPOTKU HAXOMUTCS B (DU3UOJIOT Y-
YeCKM aKTUBHOM MOHMU3UPOBAaHHOM hopme, okoso 50% ces3a-
HO ¢ 6enkamMu KpoBH (B OCHOBHOM ¢ aliboymuHOM) 1 10 10%
00pa3yeT KOMITIEKCH ¢ aHMOHaMM (OukapOoHaToM, ocda-
TOM, IIUTPATOM U 1Ip.). J1oJIsT MFOHM3UPOBAHHOTO KaJIbIIUS YBE-
JIMYMBAETCS TIPU TUTTOATBOYMUHEMUM, a CHUXKAETCS TIPU TH-
neprnpoteuHeMuu [2] (B OOJIbLLIEH CTENIEHU MPU TUTIEPUMMY-
HOIJIOOYJIMHEMUHU, KaK 3TO ObIBaeT, Harmpumep, npu MM)
U 0COOEHHO TIPU TUTepaiboOyMrHeMun. VI3BecTHbIE «KOppH-
TUpYIOIINe» (OPMYJIbI TOCTATOUHO HAEXKHBI IS ydeTa U3Me-
HEHUI, CBSI3aHHBIX C KOJIEOAaHUEM YPOBHS aJIbOyMUHA KPOBU
(Kaxaplii rpaMMm anbOymMuHa cBsizbiBaeT 0,08 Mr, T.e. OKoJio
0,002 MMoOJIb KaJIbLIMSI KPOBU), HO HE JUISI APYTUX OEJTKOBBIX
dpakmii. [ToaToMy MaryeHT ¢ BBIPaskeHHOM TMITEPIPOTEHHE-
MHEU ¥ CUMIITOMaMU THTICPKATbIIEMIN HY>KIAETCS B TIPSIMOM
(J1abopaTopHOM) OTIpeeIeHN CBOOOTHOTO (MIOHU3UPOBAHHO-
T0) KaJIbLIMsI KPOBU. Y OOJILHOTO, CTPAJaloIero OHKOJIOrnIe-
CKUM 3a00JieBaHUEM, OOBIYHO HE TPeOyeTcsl UCKIIIoYaTh BO3-
MOXHbIE HEOHKOJIOTMYECKME MPUUYMHBI MOBBILICHUS YPOBHS

KaJIbLIMSI: BEPOSITHOCTh HEOHKOJIOTUIECKOM MPUIMHBI TUTIEP-
KaJblIMeMUU He TpeBbiiiaeT npu 3toM 9% [3]. Eciu Bce xe
HMMEIOTCS 0OOCHOBAaHHbBIC COMHEHMUSI 1O MOBOY CBSI3U TUIIEP-
KaJIbLIMEMUU C OIYXOJIEBbIM 3a00JIeBaHUEM, TMOJIE3HO YYeCTh,
YTO camasl 4acTasi HCOHKOJIOTUYeCKast IPUIMHA TUTICPKAJTbIIN -
€MUM — TIEPBUYHBIN THIEPIIapaTUpeo3, IPYyTue MPUIHUHBI
(B TOM UmCIIe CapKOWI03 U rpaHyieMaTo3 BereHepa, ¢ KOTOpbI-
MU MHOTIA TTPUXOAUTCS TUDGEpEeHIIMPOBATh TUMMOMBI) 00Yy-
cioBnuBaioT MeHee 10% ciydaeB runepkaabimeMun. st ru-
repnapaTupeos3a XapakTepHoO MeAJIEHHOE CTOMKOE MOBBIILIEHUE
YPOBHSI KaJIbITMSI KPOBU CO CKYTHOM CUMITTOMATUKOMN (XpOHU-
YyecKast TUTTEPKATBLIMEMMS] ) ; IJIST TIOATBEPKICHUS COTYTCTBYIO-
LIETO TUIIepIapaTpeo3a HEOOXOAMMO OIpeae/icHe YPOBHS
naparvpeouaHoro ropmona [4]. duddepeHumposaTh rumnep-
KaJIbLIUEMHUIO, CBS3aHHYIO C CApKOMIO30M U TPaHyJeMaTo30M
Berenepa 160 nuMdoMoit, mo3BosisieT ypoBeHb 1,25-aurui-
pokcuBuTamMuHa Ds (3TOT aHaIM3, BIIPOYeM, PyTUHHBIM B TTpa-
KTHKe OHKOJIOTUIECKUX CTAllMOHAPOB HAIIIe CTpaHbI He SIBJISI-
etcs). K coxaneHnro, MHOTIA YITYCKaIOTCsl M3 BUIY HEOUEBUI-
HBlE SITPOTEHHBIC TMPUYMHBI TUTIEPKATbLIUEMUHN (HAIpUMeED,
MpUEM TUA3UAHBIX TUYPETUKOB, TAKMX KaK TMIIOTHA3UI, OpU-
HaJIbAMKC, WIA LIMPOKO PEKIAMUPYEMbIX MOJUBUTAMUHHbBIX
KOMIUIEKCOB C MMHepaJbHbIMU TobGaBKamu). Hekoropoe mo-
BBIIIIEHUE YPOBHS KAJIBIUS B KPOBU (ITPUYEM ITPEUMYIIIECTBEH-
HO MOHU3UPOBAHHON (DOPMBI) TTPOUCXOINUT TIpH anuaose. [1o-
MOJTHUTENIbHBIC JaHHBIE O HAJIUYUU OCTEOAECTPYKTMBHOIO
npoiiecca Kak MPUYMHBI MOBBILLIEHUST YPOBHSI KaJIbLMsl KPOBU
MOTYT OBITh MOJYYeHbI TIPU PEHTTEHOBCKOM WJIM PaTUOHYK-
JIMJTHOM UcclienoBaHuu ckeeta. [1pu inmdbomax, npoayupy-
fommx 1,25-nuruapokcuBuraMud Ds, U B T10JIOBUHE CJTydyaeB
MM 5y4eBbIMU METOAAMU MOXKET OBITh BBISIBIIEH BbIpaKeH-
HBIII OCTEONOpO3 0e3 MeTacTaTUUECKOro MOpaXkeHMs CKeJleTa
(mpy MM TaKoii ryMOpaJbHbIii MEXaHM3M OCTEOJIM3a CBSI3aH
¢ MPOAYKLIMENH MUETOMHBIMU KJIETKAMU MapaTrOpMOHITOA00-
Horo Oesika — parathyroid hormone-related protein, PTHrP).
[TaTomornyeckue CUMITTOMBI TUTIEPKATBIIMEMUY TTOSIB-
JISTIOTCST OOBIYHO TIPY YPOBHE OOIIEro KaJbLMsSI KPOBU BHIIIIEC
3,0 mmoab/n [5]. CUMIITOMBI TMIIEPKAJbLIMEMUN HECTICIIH -
(bMYHBI ¥ HEPENKO OMUCHIBAIOTCS Y OHKOJIOTMYECKUX OO0JIb-
HBIX TaJ€KUM OT COBPEMEHHOU MEIULMHBI TEPMUHOM «pa-
KOBasi MHTOKCHUKALIMsI». MeXIy TeM COBOKYITHOCTh CUMIITO-
MOB U VX IMHAMUKAa B OOJIITUHCTBE CJIy4aeB CIIOCOOCTBYIOT
MPaBWIBHOI AMArHOCTHKE TUIIEPKATbLIMEMUN YXKe Ha dTare
cbopa aHamMHe3a ¥ (PU3UKATBLHOTO OCMOTpa. DTO TeM OoJiee
Ba)XHO, UTO OIpeae/eHUe YPOBHSI KalbIMsI ITOKa e111e HE BXO-
IUT B CTaHIAPTHBI Ha0Op OMOXMMUYECKMX MapameTpoB,
OIICHMBAEMBIX Y BCEX OHKOJIOTMUECKMX (1a 1 HEOHKOJIOTHYe-
CKUX) OOJBHBIX W TIPOBOIUTCST TOJBKO TPU OOOCHOBAHHOM
MMOAO3PEHUN Ha TUTICPKATbIIIEMUIO.
[NcuxoHeBpoJOTUYECKUE PACCTPOMCTBA MPU YMEPEH-
HOM TUTEPKATbLIMEMUU XapaKTEePU3YIOTCS CHUKEHUEM 3¢h-
(beKTUBHOCTM WHTEJUIEKTYaJIbHOM NEATETbHOCTH, 3MOLIMO-
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HaJIbHOW HEYCTOMYMBOCTBIO, OBICTPON YTOMJISIEMOCTBIO.
[Mpu nanbHeieM pocte YpOBHS KaIbIUsI COMHOJICHITUS 3a-
KOHOMEPHO CMEHSIETCST COTIOPOM U KOMOI. MbITiIeqHast TUIo-
TOHUSI U CHUXKEHUE HEPBHO-MBIIIEYHOI BO30OYIMMOCTU TIPU
YBEJIMUEHUU YPOBHSI KaJIbLIMsI MOTYT MPUBOAUTD K Nepudepu-
YeCKMM Tape3aM 1 Tapajindy. XapakTepHbl HadaJlbHasT TTOJIU -
ypust (ocMoauype3 TIOIEPKUBACTCST KabIIUypreil) W TTOJU-
TIUTICHUSI, OTHAKO TI0 Mepe TIPOTrpecCcCupoBaHmsl C1aboCTH, Ha-
PYIIEHWT CO3HAHUS, TTOSIBJICHUS TOIHOTBI ¥ PBOTHI, TIPETIST-
CTBYIOILIUX BOCTIOJTHEHUIO TOTePU XKUIKOCTY, Pa3BUBAIOTCS
JeTuapaTalys, OJIUTypusl U TTIOYeYHasl HeIOCTaTOYHOCTb.

CeprneyHo-COCyIMCThIE TTPOSIBIICHUST TUTICPKATBIIMEMUT
BapuaOeTbHBI U 3aBUCST HE TOJIBKO OT YPOBHSI KaJIbIIMsI KPOBH,
HO ¥ OT COMYTCTBYIOIIEH KapananbHoil maronorun. CokpaTu-
MOCThb MMOKapna, Kak TMpaBWIO, YBEIMYUBAETCSI C POCTOM
YPOBHSI KaJiblisd KpoBU A0 3,2—3,4 MMOJIb/J, MPU AadbHEM-
LIeM YBEJIMYEHUM KOHLEHTPALMK KaJbLiMsl COKPATUMOCTb MU~
okapia cHwkaercs. [To Mepe TOBBIIICHUSI YPOBHS KaJTbIIUST
KPOBM 3aKOHOMEPHO CHIDKAETCSl aBTOMATU3M 1 YKOPauMBaeT-
CS1 JUTUTEIbHOCTh CUCTOJIBI JKeJTyTOYKOB. B cBsI31 ¢ yKopoueHu-
eM pedpakTepHOro Meproaa TMOBBIIIASTCS BEPOSITHOCTD BO3-
HUKHOBEHUsI apUTMUU, YEMY CIIOCOOCTBYET 1 4aCTO COMPOBO-
JKJaKoIIasl TUIepKaibliMeMUIo runokanemusi. HecMotpst Ha
JETUIPATALIAIO Y CHYDKEHHBIM BHYTPUCOCYIVCTHI 0ObeM MPU
00CIIeOBaHNH TIAIIMEHTA YacTO BBISIBIISTIOT apTePUATbHYIO TH-
TIEPTeH3UIO B OTCYTCTBUE TaxuKapauu. [1pu yBeTmueHNM Kaib-
1M BbIlIe 3,3 MMOJIb/JT TUTTMYHBIM (M 9acTO eIMHCTBEHHBIM!)
n3MeHeHueM Ha DKI craHoBuTCs yKopoueHue nHrepsaia Q7,
penxko (ukcupyemMoe npu pyTMHHOM OINUCAHWUU. ATPUOBEHT-
PUKyJIsIpHasT 6JI0KaIa pa3BUBaeTCst OOBIYHO MPU YPOBHE Kajlb-
s 3,3—4,0 MMob/J1, Tipy YpoBHE BbIIire 4,0 MMOJTb/JT pe3KO
BO3PACTaeT PUCK BHE3AITHOW OCTAHOBKU CepIlia.

TsxecTh TPOSIBACHUI TUMEPKATBLIEMUN 3aBUCUT HE
TOJIbKO OT €€ BbIPAXKEHHOCTHU, HO U OT HEKOTOPBIX IPYTHX (a-
KTOpoB. CyILECTBEHHYIO POJb B Pa3BUTUU KM3HEYTPOXKaIO-
IIUX OCJIOKHEHUI UTPaeT BHICOKAsi CKOPOCTh HapacTaHUsI TU-
MepKaJbliueMuu. Tak, MEIUIEHHO pa3BUBAIOIICICS TSKETOn
(061t Kaabluii KpOBU BbIIE 3,3 MMOJIb/J) XPOHUUECKOM
TUMEePKATbLIUEMUN TIPU TIEPBUYHOM TUIIEPIIapaTUPEO3e CO-
MyTCTBYIOT, KaK MPaBUJIO, MUHUMAIbHbIE HEBPOJIOTMYECKUE
paccTpoiicTBa M ypoJauTHa3, TOrAa KakK ObICTpOE yBEeIMYEHHUE
KOHIIEHTPALIUY KaJIbIUS IO TOTO e YPOBHSI, YTO XapaKTePHO
IUTSI TUTIEPKAJIBITIEMUH OITYXOJIEBOI ATHOJIOTUH, YaCTO COTIPO-
BOXIAETCsS] pa3BUTHEM KOMBI U TIOYETHON HETOCTATOUHOCTH.
3HAUUTENTLHO XYK€ TMEePEHOCST TUMEePKATbIIMEMUIO TTOXWUIIbIE
nanueHTbl. CyliecTBeHHOE YXY/IIIeHe ICUXUYECKOro cTaTyca
y GOJIBHBIX C TSKEIIOM TUTepKaablIMeMUEN MOXET BOSHUKHYTh
BCJICICTBUE IIPUMEHEHMST OOBIYHBIX 103 CENAaTUBHBIX TIperapa-
TOB WJIM HApKOTUUECKUX aHAJIbIETUKOB (MCIOb3YeMbIX, Ha-
TIpUMeED, B CBSI3U C OOJISIMU B TIOPAKEHHBIX KOCTSIX).

[pu onkonmormyeckux 3a00IeBaHUAX TOBBIIICHUE
YPOBHSI KaJIblIUsl KPOBU B MOJAABISIONIEM OOJBIIUHCTBE CITy-
YaeB CBSI3aHO C Pa3pyllieHNEM KOCTHOW TKaHU (OCHOBHOTO Jie-
TT0 KaJIBLIMSI B OpraHMU3Me), a He ¢ U30BITOYHBIM €T0 BBEICHU -
€M WJIY TIepBUYHBIM HapyllleHneM 3KcKperuu. OcTeonn3 Mo-
JKET OBITh CIIEICTBUEM HEMOCPEICTBEHHOTO Pa3pyIIeHMs KOC-
TH OIYXOJIEBBIMU KJIETKAMU, CTUMYJISILIUN OCTEOKIIACTOB B 30-
HE KOCTHBIX METAaCTa30B OIMYXOJU JINOO CEKPEIIU OITyXOJIeBbI-
MU KJIETKaMU (JIOKQJIM30BAaHHBIMU BHE KOCTHM) TyMOPaJIbHBIX
(bakTOpOB, CTUMYIMPYIOIINX MPOUGbEpalio U aKTUBHOCTD
ocTeokiacToB. MIHOTIa Y OMHOTO ¥ TOTO e OOJILHOTO OTpejie-
JISIETCSI COUYETaHMe STUX MEXaHM3MOB OCTeOI3a (1 BBI3BAHHOM
UM runepkaimbiiiemMun). [1py oHKoremarojgornyeckux 3abo-

JIEBAHUSIX OOBIYHO BBISIBIISIIOTCS JIBAa TIOCTETHUX MeXaHW3Ma
(MX TakKe Ha3bIBAIOT «OCTEOUTUIECKUIT» U «TyMOPATbHBII»
COOTBETCTBEHHO). Bompoc matodusmonornu ocreonusa npu
3JI0KQYECTBEHHbIX OMYXOJSIX B TOCIEAHHE TOIObl U3ydaeTcs
OYeHb MHTEHCUBHO. WIeHTH()UIIMPOBAaHO HEMAaJO BEILECTB,
BBIIEIISIEMBIX OIYXOJIEBBIMU KJIETKAMHM M CTUMYJIAPYIOIINX
npourdepauio 1 aKTUBHOCTh OCTEOKJIACTOB. TakK, KIIETKU
MM BbIAENAIOT OOJiee AecsiTKa MOA00HbBIX CYOCTaHIIMI, B TOM
Yyclie JINTaH] aKTUBAaTOpa pelienTopa siaepHoro dakropa-kB
(receptor activator of nuclear factor-kappaB ligand, RANKL),
(akTop Hekposa omyxonu-a, GakTOp HEKpo3a OMyXouu-f3,
unrepierikunel (UJI) 18, 6, metautonporenHassl 1, 2 1 9-ro
tunoB, JuMdortokcud, PTHrP u T.a. YcraHosieHo, yTto
RANKL wurpaet kioueByio pojib B aKTUBALIMKA OCTEOKJIACTOB,
VIMEHHO Yepe3 HeTO peain3yeTcsl AeUCTBIE OOTbIIMHCTRA APY-
TUX TYMOPaIbHBIX (PaKTOPOB OCTEOJ M3 KaK MPY HOPMAJTbHOM
ocTeoreHese, Tak v Py MaToJIOTUH.

B nonroBpeMeHHOI MEePCHIEKTUBE JTy4YIIMM BapruaHTOM
KOHTPOJISI KaJbIIUeMUU siByisieTcs 3(pheKTUBHAsT TPOTUBO-
omyxoseBast Tepanusi. OqHAKO MEPOTIPUSITHS, HATIPaBJICHHBIE
Ha KyTUPOBaHME CUMITOMOB I'MIEePKATbIIUEMUU U KOHTPOJb
YPOBHSI KaJIbLIMsI KPOBU, MO3BOJISIIOT BBIMTPATh BPEMsl, CO3-
JaTh YCJOBUSI JJIs1 MPOBENEHUSI TIPOTUBOOIYXOJIEBOIO Jeve-
HMS Y IPEOTBPATUTh CMEPTh MAllMeHTa HETIOCPEACTBEHHO OT
runepkaibiimeMun. CoBpeMeHHast Teparusi TUTIepKaIblIre-
MUU, OCHOBOU KOTOpOil ctamu GucdochoHaThI, TIO3BOISIET
B OOJIBLIIMHCTBE CIIy4aeB KOHTPOJIMPOBATh KAJBIIUEMUIO AaKe
npu Hed(hGEKTUBHOCTU ITPOTHUBOOITYX0JIEBOTO JICYSHMSI.

[lokazaHueM K HEMEMJEHHOMY JIEYEHMIO SIBIISIETCS
YPOBEHb OOILIEro KaJlbLIMsl KPOBU Oojiee 3 MMOJIb/J (KOppU-
TUPOBAaHHBIN TIPU BBIPAKEHHOU TUIIO- WJIW TUIEPAThOYyMU-
HEMUM), COTIPOBOXMAIOIINNCS KIMHUIECKUMU CUMIITOMA-
MM, JIMOO YPOBEHb OOIIIETO KalbIIUs BBIIIE 3,8 MMOJIb/J (1a-
XKe 0e3 KIMHUYECKUX MPOSIBJIeHU ). Jlo/kKeH ObITh TTpuocTa-
HOBJIEH TIPUEM MPernapaTroB, CHIKAIOLIMX IKCKPELUIO Kalb-
uus (TMa3uaHble AUYPETUKHW), YMEHBIIAIONINX TTOYeUHBIN
KPOBOTOK (HECTePOUIHBIE MPOTUBOBOCIIATTUTEILHBIE CPEll-
CTBa) U, pa3yMeeTcs, MPEnapaToB, BHI3BIBAIOIINX TMTePKaTb-
ureMuio (mpemnaparbl Kaiblusi, BUTaMUH D, peTuHOUmbI).
IlepBuuHas Tepanusi HarpaBlieHa Ha peruapaTtauuio (T.e.
BOCCTAHOBJIEHUE MHTEPCTULMAIBHOTO 00beMa KUAKOCTH),
BOCCTAHOBJICHE BHYTPUCOCYIMCTOTO O0beMa KUIAKOCTU
W CTUMYJISIIVIO 9KCKPELMM Kbl ¢ MOYOd. Y OGOJBHBIX
C COXpaHEHHOU BOMOBBIIEIUTENBHON (DyHKIIME TOUeK B OT-
CYTCTBHE CEPEUYHON HEAOCTATOUHOCTU OOIIETIPUHSITHIM Me-
TOJIOM perujpaTaliy U BOCCTAHOBJIEHUSI BHYTPHUCOCYIUCTO-
ro o6bemMa XHUIKOCTH SIBJISIETCSI BHYTPUBEHHOE BBeeHUE (u-
3UOJIOTUIECKOTO pacTBopa co ckopoctbio 200—500 mit/a mo
TexX Mop, MoKa TeMI MoueBblaeaeHUs He cocTaBuT 200—300
MJ1/4. C 3TOro MOMEHTa TeMI MH(pY3UU MOXKET ObITh YMEHb-
meH 10 100—200 mi/4. [TocKoabKy YpOBeHb Kaausl U MarHust
KPOBU y TALMEHTOB C TUIMEpKalblUEMUEN, KaK MpaBuio,
CHIXEH, a BOIHO-COJIEBOI TUYype3 CIIOCOOCTBYET MOTEPE He
TOJIBKO KaJIbIIUSI, HO W KaJlusg M MarHusi, B TepeuBaeMblii
MalnenTy (GpU3MOIOTMUECKUIT PAacTBOp OOBIYHO Tpedyercst
BBOJIUTD COJIM OTUX 2JIEKTPOIUTOB. [MapaTaivst v moaepxa-
HUE BBICOKOIO JMype3a cCaMu I0 ce0e CITIOCOOCTBYIOT CHUXE-
HMIO YPOBHsI KaJiblivst KpoBu Ha 20—40% U npUBOAST K €ro
BPEMEHHOI HOpMau3aluuu y TpeTh 6onbHbIX. [IprMeHeHme
MEeTJAeBbIX AUYPETUKOB (dDypoceMus, OymeTaHua W Ap.) He
noBbIaeT 3(hGEeKTUBHOCTh TUAPATAIIMOHHOW Tepamuu
B TUIaHE CHIDKEHUSI YPOBHSI KaJbIUs M HE JOJKHO OBITH Py-
TUHHBIM. Mcnionb30BaHMe IUYyPEeTUKOB TIPU JICUEHUU TUTIeP-
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KaJIbIIMEeMWH, MHOTIIA B BBICOKUX JT03aX (Hampumep, dhypoce-
MUz 1—2 MT/KT BHyTPUBEHHO), OMPaBIaHO TOJBKO TIPU OJIU -
TOaHyPUU, COXPAHSIONIECST HECMOTPSI Ha TOCTATOYHYIO THI-
paTaluio, Wik OCIOXHEHUSIX U30BITOYHON THApPATALIVY.
OCHOBHBIMM TpenapaTaMM, YMEHbIIAIOIIMMU pe30p0-
LIMI0 KOCTHOW TKaHW M CHWXKAIOIIUMM YPOBEHBb KaJIbIIUSI
KpOBHU, B HacTosilee BpeMs cTaiu oucdochoHaThl (CUHTETU-
yeckue aHaioru nupodocdara, yCTONINBBIE K BO3IECTBUIO
nupodocdatasbl). CBI3bIBAsICH C MOJIEKYJIaMU KOCTHOTO Ma-
Tpukca, oucdocdoHaTsl MOAABISAIOT METaOOIMYECKYIO aK-
TUBHOCTb OCTEOKJIACTOB, YTO MPUBOAUT K YMEHBILIEHUIO pe-
30pOIIMY KOCTHOM TKAHW Y COOTBETCTBEHHO CHUKEHUIO 9KC-
TPaKIMK U3 Hee Kaublus [6]. B HacTosiiee BpeMst Mpu I'v-
MepKaJbllMeMUN TIPUMEHSIOTCS TIpernapaTtsl Ha OCHOBE
STUAPOHOBOM, KJIOAPOHOBOU, MaMUAPOHOBO, NOAHIPOHO-
BOI1 1 30JICHIPOHOBOI KUCJOT. [1penmyiiiecTBOM a30Tcoaep-
Xauuyx ouchochoHaTOB, OMpPEaCUBIINM UX ILIMPOKOE MC-
MOJIb30BaHUE, SIBSIOTCS BbIcOKas 3(hdeKTUBHOCTL (TUnep-
KanbieMust Kynupyercss y 80—100% O0MbHBIX) M HU3KasI
TOKCUYHOCTH (st oucocdonaros 11 mokoneHus — meHee
2% cepbe3HbIX ocynoxHeHuit). TepaneBruueckuii achdexT
oucochoHaTOB pa3BUBaAeTCs B TeueHUe 2—4 CyT, a MUHU-
MaJIbHBIN YPOBEHb KajblLIMsI OTMeYaeTcsl OObIYHO Ha 4—7-e
CYTKM Mocjie BBeleHus npenapara. Jlaxe npu HeadheKTuB-
HOI TIPOTUBOOITYXOJIEBOII Tepartui HOPMOKAJIbITUEMUST, TOC-
TUTHYTasl TIOCyie BBeAeHUsT 6uchochOoHATOB, COXPAHSIETCS OT
1 mo 3 Hen M MOXET MOANEePXKUBATHCS MHOTOKPATHBIM TO-
BTOPHBIM BBeaeHueM OuchochonaToB. B Poccuu oucdoc-
¢oHaThl JOCTYIIHBI, B TOM uucie u npenaparbl 111 nmoxose-
HUS (MOAHIPOHOBAsSI KUCIOTa — OOHAPOHAT, 30JIeHAPOHOBAS
KUCJIOTa — 30MeTa), 3apeTUCTPUPOBAHHBIC JIJIST JIEYSHUST KaK
OTTYXOJIEBOTO TTOPaXKeHUsT KOCTei, TaK W TUTIePKATbIIIEMIH.
Bucdochonarsr mpu runepkanblueMun TOJIKHBI TIPU-
MEHSTbCS KaK MOXHO paHbIIIe, yXe B MPOLECCe peruapara-
. Jis nedeHus TsoKeNol rurepkaiblueMun ouchocdo-
HaTbl Ha3HAYalOT BHYTPUBEHHO, IJTUTEIBHOCTb WHGY3UU
pa3Hbix 6ucdocdoHaTOB pazinyHa (1 OrOBOPEHa B UHCTPYK-
MM K KOHKPETHOMY Tiperiapaty). Hampumep, 3omeTty B 103e
4 Mr BBOIAT He ObIcTpee yeM 3a 15 muH, boHapoHar B mo3e
2—6 mr — B Tedyenue 1 4. B caydae orcyrcTBus addekra ot
nepBoii 103bl GucdocdoHata BOZMOXKXHO MOBTOPHOE MPUMeE-
HeHue uepe3 5—7 nHeil. bucdochoHaThl MoTeHLMATBHO
He(dPOTOKCUYHBI |7], MO3TOMY UX MPUMEHEHUE MPU MOoYey-
HOU HEIOCTATOYHOCTH TPEOYeT OCTOPOKHOCTU U KOPPEKIINU
NIO3bI, & TPYU TSIXKEJIOU MOYeYHON HEMOCTATOYHOCTH HE PEKO-
MeHayetcst. MckimoueHeM siBiisieTcsi OOHAPOHAT, MpUMEHe-

HHE KOTOPOTO B TEPATeBTUYECKUX J03aX JAOMTOJHUTETHLHOTO
TTOBPEXKICHUS TTIOYEK He BhI3bIBaeT [8]. [lo3a 30MeThI ITpu Ha-
pYLIEHHO (YHKIUM TMOYEK MOXKET ObITh KOPPUTMpOBaHA
ciaeayonuM oopasom [9]: mpu cKOpocTu KIyOOUKOBOM
dwnprpanuu (CK®) 50—60 mia/mMun — 3,5 mr, npu CK®
40—49 mu/muH — 3,3 mr, ipu CK® 30—39 mu/mMuH — 3 M,
npu CK® menee 30 Mji/MUH UCTIOb30BaHUE 30METHI HE pe-
KOMEHIyeTcsI. BOHIpOHAT MOXET IIPUMEHSTHCS B 03¢ 6 MI
npu CK® Berre 30 mn/mMun; npu CK® menee 30 mu/MuH
J103a JI0JKHA ObITh YMEHbILIEHA 10 2 ML

Jlpyrue npenapatbl, BbI3bIBAIOIIME CHUXEHUE YPOBHSI
KaJblMsl KPOBU, — KaJbLUUTOHUH (Muakaibuuk) [10], HUT-
paT TaJUTUSI Y TNTMKAMUIIMH — B HACTOSIIIIEee BPeMsT TTPUMEHS -
I0TCSI TIOUTH MCKIIOUUTETBHO TIpU HEe3(M(HEKTUBHOCTH WU
HerepeHocuMOocTH 6ucdocdoHaTroB. Hutpar ramnvs u -
kamuLmH B Poccun HenocTynHbl. HekoTropoe camocTosiTe1b-
HOE 3HaUYE€HUE COXPaHSIET KaTbLIMTOHUH (MUAKAJIbIIUK), e~
CTBHE KOTOPOTO TPH ITOIKOXHOM WJIM BHYTPUMBIIIEYHOM
BBefieHUU B 103e 8 ME pa3BuBaeTcs yxxe uepe3 2—4 4, a ma-
KCUMAJIbHBIN 3((eKT (1P MOBTOPHBIX BBEAECHMIX KaXIbIe 6
Y B TOH Xe 103e) — uepe3 24—48 4 1mocie Havyaia JedyeHMsI.
KomM6GuHMpoBaHHOE MpUMEHEHUE KaJbLIUTOHUHA U OJIHOTO
13 COBPEMEHHBIX OMCcHOCHOHATOB MO3BOJISIET UCITOIB30BAThH
MPenMyIIecTBa OOOMX IMPENapaToB MPU HEeOOIBIIIOM YBEJIU-
YEHUU YaCTOThl MOOOYHBIX 3(pdekToB. [IpuMeHsTh KalbLiu-
TOHMH JOJIbIIIE 2 CYT HElLEeJIeco00pa3HO, MOCKOJIBKY TMITIO-
KaJaplMeMnueckuii 3 dekT mpemapara mpu IJIATEIbHOM
MPUMEHEHUU OBICTPO YMEHbIIIACTCS.

B upe3BbIUaliHBIX YCIOBMSIX TSXKEJON TUMepKaiblye-
MUK [UTSI YMEHBIICHUST KOHIIEHTPAIIM CBOOOMTHOTO (MOHU-
3UPOBAHHOTO) KaJIbIMsI KPOBU MOTYT MCIIOJIb30BaThCS XeJia-
THI, SIBJISTIOIIMECS IITaTHBIMU CPEACTBAMU KOHCEpPBAIlUU 10~
Hopckoil kpoBu (Hampumep, EDTA B mo3e 10—50 wmr/kr,
BBOAMMBIII BHYTPUBEHHO B TeueHue 4 4 u bosiee).

Ecnu onurypudeckasi moyeyHast HeIOCTaTOYHOCTb WJIK
3aCTOMHAsI cepleyHasi HelOCTaTOYHOCTh, He IMOIIAIOIIMecst
KOHCEepPBAaTUBHOU Teparvu, NeJIaloT OIMMCAHHYIO BhIIIE Tepa-
MU0 HEBO3MOXHOM, TAallMeHTaM C TIEPCTICKTUBOM JaabHel-
el MPOTUBOOIYXOJIEBOM Tepanuu CleayeT pacCMOTPETh
BO3MOXHOCTb TMPOBEACHUSI reMoavanusa (WId reMouabT-
pauuu). I[IpuMeHeHue auanusata (B ciaydyae reMouibTpa-
MM — 3aMeMIAIoNIero PacTBOpa) ¢ HU3KUM CONIEpKaHUeM
KaJTBLIMSI TIO3BOJISIET TIPUBECTH KATBIINI KPOBU K HOpME yXKe
3a OJTHY CTaHAapTHYIO IIPOILIEAYPY, KOHTPOJUPYS €T0 KOHIIEH-
TpalMIO €XETHEBHBIMU WM 0OoJjiee PeIKMMU TTOBTOPHBIMU
ceaHcamu auanusa [11].
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CbE3Abl, KOHOEPEHLUN, CUMNO3UNYMDBbI

MATEPHUANDI 48-T0 EHHEIOAHOI0 KOHIPECCA
AMEPUKAHCHOrO ObBLUECTBA TEMATOJIOIOB
American Society of Hematology. 48th Annual meeting

C 9 mo 12 peka6pst 2006 . B Opnanno (Paopuna,
CILIA) cocTosi10ch 0IHO U3 HauboJsiee MPeACTaBUTEIbHBIX
coOpaHUit TeMaToJIOTOB MUpa — 48-1i eXXeroqHbIN KOHTpecc
AmepukaHcKoTo o61ecTBa remaronoros (ASH), B kotopom
MPUHSIIU yYaCTUE THICSTYM reMaTOJIOTOB U3 BCeX CTPaH MUpPa
(4MCJIO YYaCTHUKOB OOBIYHO cocTaBiisieT 12—15 Thic. 1 60-
see). [Ipe3naeHTOM 00IIECTBA SIBJISIETCSI U3BECTHBINM aMepu-
KaHCKWI1 TeMaTOJIOT, aBTOP OMHOW M3 JBYX OOIIeTIpU3HAH-
HBIX KJIacCU(UKanii XpoOHNIecKoro JuMdoneiikosa mpo-
deccop K.R. Rai. Ha xonrpecce BeicTynmum 6oiee 200 mo-
KJIaQYMKOB, ony0anKoBaHo 5540 Te31COB, B TOM YUCIIE He-
CKOJIBKO M3 Hallleil CTpaHBbI.

TpaIWIIMOHHYIO €XEeromHylo IIJIEHAapHYIO JIeKIINIO
B 3TOM rofy npouutai npod. A. Ciechanover, KoTopblit ObLT
ynoctoeH HobGeneBckoii pemMun 3a cBou padOThl 00 yOUK-
BUTUH-TIPOTEOCOMHOU CHUCTeMe, OIpeaessoleil aerpana-
LIMIO BHYTPUKJIETOUHBIX OEJIKOB — MPOLECC, HEOOXOIUMBI
IUTST OCYLIECTBIICHMST LIMKJIA JAEJIEHUS] KJIETKU U PEeTyJsiLuu
(axkTOopoB TpaHCKpUIIUU. AOeppaliu, BO3HMUKAIOIIKUE
B YOMKBUTHH-TIPOTEOCOMHOI CHCTEME, MOTYT TPUBOIWTH
K Pa3BUTHIO Pa3IMIHBIX 3200JIeBaHU, B TOM YHCJIE TeMaTO-
JIOTUYECKUX OTTYXOJIEH.

Huxxe MBI KpaTKO M3JlaraeéM HEKOTOpPbIe MPOOIEMbl,
KOTOpBbIe 00CYXIaTMCh Ha KOHTpecce.

OcTpbie Neiiko3bl

IToaroroBieno
um. H.H. baoxuna PAMH)

Ocmpute aumepobaacmusie aeiikoswt (OJJ)

OCHOBHOE BHMMaHUE ObUIO yIeJIeHO OLEHKE MPUYNH
pasnuuHbIX pe3yiabraToB Tepanuu OJIJ1 y nereit u B3pocibiX.

B HacTostiiee Bpemst osiroBpeMeHHast (paccurTaHHast
Ha 15 net) BeDKMBaeMocCTh Ipu aetckux OJIJI mpeBbIaeT
80%, B TO BpeMsi KaK IIpU B3POCJIbIX cocTaBsieT auib 40%.
Jlaxe Mexay manuMeHTaMK OJIM3KOro BO3pacTa CYLIeCTBYET
pa3HMla B yacTtoTe MmojHbIx pemuccuit (ITP): 1—14 ner —
98%, 15—18 tetr — 94% (p=0,01). D10 0OBICHSICTCS pa3HU-
el B 6uosiornyeckux ocobeHHoctssx OJIJI B pasiuuHbIX
BO3pacTHBIX Tpynmax. Tak, Ph-momoxurensusiit OJIJ1, Han-
Oosee HEOIATOMPUATHBIN B OTHOIIEHUY TPOTHO3a BAPUAHT,
BcTpeuaetcs B 3% ciay4daeB y meteit u B 30% — y B3pOCIIBIX.
Nmeroniue HeGnaronpusiTHoe MPOTHOCTUYECKOE 3HAYEHUE
MyTauuu reHa MLL y neteit ooHapyxXuBatotcs B 1—2% ciy-
yaeB OJIJI, y B3pocabix — B 7%. B TO ke Bpems Takue GJia-
ronpusTHeie 111 mporHo3a OJIJI uuroreHeTnyeckue n3me-
HeHMSI, KaK TpaHcnokauus TEL/AMLI v runepriouaus,
y nmeteit BcTpevarotcs: B 20—25% ciydaeB, Y B3pOCIBIX —
b B 2—5%.

KpoMme Toro, aHaiM3 1MoKa3bIBaeT, YTO y AeTe MEXIY
koHcTatamueii [1P 1 HauaioM rmepBoro MOCTPeMMUCCUOHHO-
ro Kypca Tepanuu MPOXOMUT B CPeIHEeM 2 THS, Y B3pocC-
JIBIX — 7 AHE. DTO CBSI3aHO ¢ Pa3HOI MEPEHOCUMOCTBIO Te-
panuu. Tak, gaxe B AETCKOM Bo3pacTe y aereii crapuie 10 et
yalnie BO3HMKAIOT CBSI3aHHbIE C MPUMEHEHUEM acraparuHa-
36l TTAHKPEaTUTHI, YeM Y MaJleHbKMX MallMeHToB. B To ke

M_.A. Boukosoii (POHII

BpeMsl TOKa3aHo, YTO MPUMEHEHHe NETCKOro ITPOTOKOJIA,
BKJTIOYAOIETO BBICOKME O3Bl acmaparuHasbl (Oosee
12 500 ex/m?> B Henmento Ha TmpoTsbkeHuu 30 Henm) y meTeit
10—18 nmet 1 y B3pocibix 18—50 jeT BHI3BIBACT OAMHAKOBOE
KOJMYECTBO AaJUIEPTUYECKUX peaKklUUil, MaHKPeaTUTOB
u TpoM0030B. HakorieHHbIe K HACTOSIILIEMY BpEMEHU JaH-
HbIE TTOKa3bIBalOT, 4TO Mpu BeiOOpe Tepanuu OJIJI cienyet
OCHOBBIBAaTLCSI HE Ha BO3pacTe, a Ha OMOJOTUIECKUX OCO-
OEHHOCTSIX JIeliKo3a Y KaXI0To KOHKPETHOTO TalfeHTa.

Y B3poCIbIX OOMBHBIX B KOOIIEPUPOBAHHBIX UCCIEN0-
BaHusIX yactora [1P, mo pa3HbIM JaHHBIM, KoJiebjeTcs oT 74
10 93%, a nuTenbHas 6e3peluanBHAas BBKMBAEMOCTb — OT
27 no 48%.

[Mpu nedeHUM B3POCIBIX OOJBHBIX CPaBHUTEIBHBIN
aHamM3 TOoKa3ajl MPEeUMYIIecTBa MPEePHIBUCTOTO Ha3zHaue-
HUST KOPTUKOCTEPOUIOB (IeKCaMeTa30Ha): B UCCIIEIOBAHUN
repMaHCKOW MHOTOLIEHTPOBOM I'PYNIbl TOKAa3aHO, YTO paH-
HSISl CMEPTHOCTh cocTapisieT 16% mpu HenmpepbIBHOM Ha-
3HaYeHUM nekcameTasoHa (1—16-it mHu) 1 5% Tnipu TIpepbl-
Buctom pexume (1—5-ii, 11—14-it 1Hu), a yacrora [P —
76 u 82% cootBeTcTBeHHO. [ToKa 0cTaeTCst OTKPBITBIM BOTI-
poC O TMPEeMMYyIIeCTBaX KaKOoro-iubo W3 aHTPalUKINHOB
U pexxuMax Ha3HaueHUsl (eXeHeeIbHO BO BpeMsl MHAYKIMU
unu 6osee BBICOKME 03Bl B TEUEHUE ABYX—TPEX MOCIEN0-
BaTeIbHBIX IHeW). HyXHBI crienuanbHble paHIOMU3UPO-
BaHHBIE MCCJIEOBAHUS IS ompeaeieHust Hanoosee adde-
KTUBHOTO U JIyYIlle TIePEHOCUMOTO pexkuMa. TpaauiimoHHO
CUMTaeTcs MOKa3aHHBIM paHHee Ha3HaueHue ukinodocda-
Ha, HO PaHJIOMU3MPOBAHHOE MCCIIEOBAHUE HE MOATBEPIM -
J10 2T0r0. OUYeHb BaXXHBIM SIBJISIETCSI HA3HAUEHUE KOJIOHUE-
CTUMYJIMPYIOIIMX (PAKTOPOB JJISI COOMIOAECHUST HEOOXOIM-
MOI TIPOIOJIKUTETLHOCTH Tepanuu. [1pu mpoBeneHnn coB-
pEeMEHHOU WHIYKIIMOHHON Tepamuu Yy B3POCTBIX OOTBHBIX
OJIJI paHHsiss cMepTHOCTh cocTaBisieT 11%, y MHOIMX BO3-
HMKAIOT MHGEKIMOHHbIE OCIOXHEHUSs, BKJIYasi TpUOKO-
Bble MHEBMOHUU. [lanpHeilillee ynydlleHHe De3yJbTaToB
MOXeT OBITh JOCTUTHYTO MPW WHTEHCUDUKAIIMN Ha3Haye-
HUSIT HEMUEJTOTOKCUYHBIX TIPErapaToB: BUHKPUCTUHA, CTe-
POUIHBIX TOPMOHOB, acraparnHasbl. B mepuone KoHcomu-
Maluuy clienyeT MHTeHCU(PUIMPOBATh Tepamnuio, Ha3Havast
BBICOKME J103bl METOTpeKkcaTa M acmaparuHasbl. [lokazaHo
Ha3HayeHWe WHTMOUTOPOB TUPO3UHKMHA3 (HAmpumep,
npu Ph-nonoxwurenbHom OJIJI — riinBek) 1 MOHOKJIOHAJb-
HbIX aHTUTeN (1ipu aKcnpeccun CD20 — mabrepa).

Bormpoc o Tpancmiantanuu y 6oabHbBIX OJIJ1 ocTaeTcs
HepelleHHBbIM. EcTh rpymnmbl, KOTOpble MPOBOAST TpaHC-
MJIAHTALUIO BCEM OOJIbHBIM, UMEIOLIUM JOHOPa-CUOIMHTA,
Ipyrue — TOJIbKO MPU HEOJIaronpusITHBIX MPOTHOCTUYE-
CKUX ITpU3HaKaX.

CpaBHUTEIBHBIN aHAN3 PEe3yIbTaTOB Teparuu 60JIb-
mux rpynmn B3pocabeix 60xpHBIX OJIJI moKasan oTcyTcTBUe
pa3Huubl B yactote [1P u BbDKMBaeMOCTH TIPU MPOBEACHUM
TPaHCIJIAHTALIMU BCEM OOJIbHBIM, UMEIOIIUM MOIXOASIIIETO
noHopa (2696 6ObHBIX), U AIAITUPOBAHHON K MPOTHOCTH-
yeckuM (aktopam xumuorepanuu (2443 60JbHBIX): 4YaCTO-
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ta ITP 84%, noarocpoyHast BBKMBAeMOCTb 35% 1pu TpaHC-
miaHTauuu, 83 u 36% COOTBETCTBEHHO MPU KOHCEPBATHB-
HOI1 Tepanmuu. MMeroT MmIoxoii MporHo3 v mo3ToMy SIBJISIIOT-
csl KaHAMJATaMM Ha PaHHIOK TpaHCIUIAHTalMIO OOJIbHbIE
¢ npo-B BapuanTtom OJIJI, GoabHbie ¢ t(9;22) u t(4;11),
¢ mytanusamu Flt3 TUpo3nHKMHA3bl, a Takxke OOJbHbIE
¢ panHuM u 3pensiM tunamu T-OJIJI. BapuaHTt ¢ Tumuue-
cknum T-OJIJT mpu coBpeMeHHOU Teparuu SIBJISIETCS MPO-
THOCTUYECKHU OJIarOMPUSTHBIM.

BaxubiM MmoMeHTOM JiedeHust OJIJI y nereit u B3poc-
JIBIX SIBJISIETCS MpOGUIaKTUKA U JIeYeHUE MOPaKeHUM 1IeHT-
panbHo#l HepBHOU cucteMbl (LIHC). OnuH u3 rinaBHbIX da-
KTOPOB TJIOXOTO MporHo3a (paszputue nopaxenus LIHC) —
TpaBMaTU4Has JOMOabHAs MyHKUNS, TIPU KOTOPOil PUCK
petauBa B 1,5—3 pa3a mpeBbIlIaeT TAKOBOU IMTPHY OOBITHOM
JIIOMOQIbHOM MyHKUMU. BBICOKMII JIEMKOLIMTO3 U HaJU4ue
OITyXOJIEBOTO MOpaXeHUsl TUMDOY3JI0B CPEAOCTEHUS TaKxkKe
yBenanuuBatoT puck nopaxenuii LIHC. K HacTosiiemy Bpe-
MEHHU yXe IMOKa3aHo, YTO MpoduIakTuka HelpoieiikeMuun
TpeMs IpenapaTaMu (METOTpeKcaT, IMTO3UH-apaOdMHO3M/,
JIeKCaMeTa30H) JaeT TaKue XKe pe3yIbTaThl, KaK KpaHUOCITH -
HaJlbHOe oOJydyeHue. KMMelomasica TpPOMOOLIMTOIEHUS
JIOJIXKHA OBITh IO BO3MOXHOCTH KOPPUTMPOBaHA HEMOCPe/I-
CTBEHHO TMepen JIoMOanbHOM TyHKuMei. Bbicokue mo3bl
METOTpeKcaTa W MCIOJIb30BaHUE JAeKCaMeTa3oHa BMECTO
MPeIHU30JI0HA B TIEPUOJ] TEPAITMU TaKKe YMEHBIIAIOT PUCK
nopaxenus LITHC.

Ocmpute Heaumgpoodracmubie aetikozvl (OHILI)

CrielinajabHOE MJIeHApHOE 3aceJaHue ObLIO MOCBSIIe-
Ho pazianuusim B ouosiorun OHJLJI, cka3biBaommumcest Ha pe-
3yJIbTaTax Teparnuu.

K Hacrosmemy BpemeHM yctaHoBieHo, uro OHJIJI
SIBJISIIOTCSI TETEPOTEHHOM TPYNIIO M MPOTHO3 B HAUOOJb-
1€l CTeNeHU 3aBUCUT OT THUIIa XPOMOCOMHBIX abeppaluii,
KakK oIpeaessieMblX, TaK U HeompeaesieMbIX [IUTOIeHETH-
YeCKMMHU MeToaaMu. Hamaydmmii TporHo3 pu COBPeMeH -
Hoit Tepanuu umeet OHJUJI ¢ t(15;17) — ocTpslii nmpomue-
JIOLIMTAPHBIN JIEIIK03, Xopouii mporao3 — OHJL ¢ t(8;22)
1 inv16 wim t(16;16). I110X0i IPOrHO3 IPY KOMILUIEKCHBIX
M3MEHEeHMsIX Kapuortuma, inv3, t(3;3), t(6:9), t(6;11),
t(11;19) u npu peaeunu 5q Wi OTCYTCTBUU OAHOU U3 XpO-
MOCOM 5-11 uim 7-ii mapsbl.

[Ipu oTcyTcTBUM OmpenensieMbIX CTaHIAPTHBIMU 11~
TOTEHETUUYECKUMHU METOJaMU XPOMOCOMHBIX abeppauuii
(«<HOpMaJIbHOM KapuOTHIIe»), TIPU TPUCOMUHU XPOMOCOM &,
11, 13, 21, npu oTcyTcTBUU XpoMocoMhl Y, t(9;11), nenenuu
IJIMHHOTO Tijiedya ofHOo# u3 xpomocoM 7, 9, 11 unu 20 nipo-
THO3 CYMTAETCs MPOMEXYTOUYHbIM. OHAKO pe3yJbTaThl Jie-
YeHUsI TTOKAa3bIBAIOT, UTO dTa TPYINaA SIBISIETCS TeTepOTeH-
HOM MO TTPOTHO3Y. AHAJIN3 TIPUUKUH 3TOTO TIPUBEN K OTKPBI-
TUIO Psila XPOMOCOMHBIX abeppaluii, He OIpeaessieMbIX
LIMTOTEHETUYECKUMU METOIaMMU.

Hawnb6onee yacroit myramnueit npu OHJIJI ¢ Hopmanb-
HbIM KapUOTHUIIOM SIBJISIETCS MyTallMsl OMHOTO MX F€HOB ce-
MeiicTBa HykJieopocmuHa (reH NPM1). [lo pa3HbIM naH-
HbIM, MyTauuss NPM w oOycioBlieHHasl €i0 MOBbILLIEHHAs
LIUTOIUIa3MaTHYeCKask 3Kcmpeccuss Oesika, KOIMPYEeMOTo
STUM TeHOM, omnpezeisaerca y 46—62% 6onbHbix ipu OHJIJT
C HOPMaJIbHbIM KapHOTUIOM. DTa MyTallMsl 4yalle BCTpeya-
€TCs1 Y KEHILMH 1 aCCOLUUPYETCS C BBICOKUM YUCIIOM OJ1acT-
HBIX KJIETOK B KOCTHOM MO3T€, BICOKUM JIEUKOIIUTO30M, OT-
CYTCTBHEM TPOMOOIIUTOIIEHUN U OTCYTCTBUEM WU HU3KUM
yrcaoM CD34-10oM0XNUTETbHBIX KJIETOK B KOCTHOM MO3Te.

[Mpu orcyrctBum apyrux adeppaiuii nporHo3 npu OHJII
¢ Mmytanueir NPM 1 61aronpusTHBIN, MOCKOJIBKY 3Ta MyTa-
LIMSI TIPUBOMUT K OOJIETUEHUIO CBSA3bIBAHUS aHTPALIMKINHOB
C KJIETOUHBIMU CTPYKTYPAMU U YCKOPSIET rMbesib NaToJ0Tu-
yecKMX kietok. OpHako myTauust NPM ] yacto couetaercs
¢ npyroii yactoit myrtanueit mpu OHJIJI ¢ HopManbHBIM Ka-
puotunom — mytanuei reHa FLT3 Tupo3nHkuHasbl. MyTta-
unyu FLT3 TMpo3uHKUHA3BI BeTpedyaloTcess y 22—25% 601b-
Heix OHJIJI. Mx Hanuuue, 0cOOEHHO TaHAEMHOE yIBOECHUE
B IOKCTAMEMOPAHHOM JOMEHE TUPO3MHKMHA3bl, YMEHbLIAET
Oe3peunauBHYIO BhKMBaeMocTh pu OHJLJI naxe B Tex ciy-
yasix, Korjga 3Ty adbeppaliy BCTpeyaroTcsl y O0JbHBIX ¢ OJ1a-
TOTIPUSATHBIMA XPOMOCOMHBIMU M3MeHeHUsIMU. B Hacrosi-
miee BpeMsI BeIyTCsT KIMHUIECKME UCTIBITAHNST MHIMOUTOpa
FLT3 tuposunkunassl — PKC 412. HemaBHO ycTaHOBJIEHO,
410 y 15—20% G0JbHBIX C HOPMAJIbHBIM KaPUOTUIIOM UME-
fotcst mytauuu reHa CEBPA, Koaupylolmero MUeJIOUIHbIN
TPAaHCKPUITIIMOHHBIN (DaKTOp, WTpalonivii BaxKHYIO pPOJb
B HOPMaJIbHOM TpaHyJIOo33e. DTa MyTallusl aCCOIIUUPYETCST
¢ OoJee BHICOKUM COAEpKaHUEM OJIACTHBIX KJIETOK B KPOBU
u OoJyiee HU3KUM YKUCIOM TPOMOOIIMTOB, YeM y OOJbHBIX 6e3
Hee. [Ipu 3TOii MyTauMu OYeHb PEAKO OBIBAIOT KCTpaMe-
IyJUISIpHblE TTopaxkeHus. Ha ocHOBaHMM MMeEIoLIUXCs TaH-
HBIX HE BBISIBJICHO BiausiHUs MyTaluu reHa CEBPA Ha yacTo-
Ty PEMUCCHUIA, HO OTMEUEHO e¢ OJIarOTIPUSATHOE BIUSHUE Ha
0e3pelMANBHYIO 1 OOIIYI0 BEKUBAEMOCTb.

[lepBoii MmyTaiueii, 0OHapyXeHHOI y 60JbHBIX C HOP-
MaJbHbIM KapUOTUIIOM, ObUIO YACTUYHOE TaHAEMHOE YIBO-
eHHe TeHa CMelllaHHOoM JielikemMuueckoii TuHuu (red MLL),
koTtopoe npu OHJIJI ¢ HopMaabHBIM KapUOTUIIOM BCTpeya-
etcst y 5—10% GonbHbix. boasHbie OHJIJI ¢ Takoit MyTaiiu-
el He UMEIOT KaKUX-TN00 KIMHUYECKUX OTINIUIA, HO TIPO-
JOJKUTENBbHOCTD JOCTUTHYTHIX PEMUCCUI Y HUX B CpEIHEM
KOpoue, yeM y OOJIbHBIX O€3 3TOM MyTalluu.

B mocnenHue roapl 0OHApPYXKEHO, YTO Y HEKOTOPBIX
OOJIbHBIX, MPEUMYILECTBEHHO MoJyioxe 60 JieT, MoBbIlIeHa
aKcIIpeccus 6enka, Kogupyemoro reHoM BAALC. Tpu atoit
abeppaluu OTMeYeHBl 0ojiee KOpPOTKHe Oe3peluanBHas
1 00I11asi BBDKUBAEMOCTb. ¥ TOM XK€ BO3PAaCTHOI KaTeropuu
0oJbHBIX OOHapyxXeHa U Apyras peakasi abeppauusi — Io-
BBILIIEHHAsT 3KCIIpeccust Oenka, koaupyemoro reHom ERG,
TakXe OTPUIATEeJIbHO BIUSIONIAs Ha TPOJOKUTEIHLHOCTh
o01eit 1 6e3peINBHON BEIKBAEMOCTH.

B neyeHun HaubobIINE TPYAHOCTU UMEIOTCS Yy 0O0Jb-
HBIX 65 sieT u crapiie. Pe3ynbrarhl JiedueHUs] 3TUX GOJbHBIX
VJIYYIIMJIUCH 32 MOCJAeAHUEe 25 JIeT, HO OCTalOTCsl 3aMETHO
XyXe Ppe3yJbTaToB JiedeHUs OOJbHBIX MoJoxe 60 et
B OoJsiblIMHCTBE MCCeAOBaHUIA TTOKAa3aHO, YTO YacToTa pe-
MUCCHUI y TTAalIMEHTOB cTapiie 65 jer coctapusieT 45—55%,
a OCTAlOTCSI B PEMUCCHUM Ha TIPOTSIKEHUU TpeX JIeT MeHee
15% GonbHbIX. Mcmosb30BaHuEe BBICOKUX 103 AayHOPYOu-
urHa (o 60 Mr/M’ B IeHb B TeYeHUE TpeX JHEi) 3aMEeTHO
YBEJIMUMUIIO YMCJIO MOJHBIX PEMUCCUN y 3TUX OOJBHBIX,
HO Oe3pelMavMBHAs W 00IIasi BBDKMBAeMOCTh He U3MEHU-
JIUCh. MHOTOIIEHTPOBBIE UCCIIEOBAaHUS HE TIPOAEMOHCTPU-
poBanM KakKoro-JuOo YIydllleHWs AaHHBIX TOKa3aTeseit
y 9TOH TPYMIBI OOJTBHBIX TIPU T00ABIEHUU 3TOMO3MIA, 3a-
MEHEe NayHOpYOMIIMHA MAAPYOMLIMHOM WJIA MUTOKCAHTPO-
HOM, KOHCOJMAAUMU PEMHCCUU BBICOKMMHU 103aMU LIUTO-
3WH-apabMHO3MIa M TIPU TPOBEIECHUU TPOIOJIKUTEIBHOMN
TTO/IIe p>KUBATOIIIE | Tepanvu.

Ha3snaueHue KoJOHUECTUMYIUPYIOMNX (HaKTOPOB
(G-CSE GM-CSF) B kauecTBe TTpalitMUHT-TepaIniiu HE yBe-



JIMYMJIO YacTOTY PEMUCCHI, a UX Ha3HaueHue Tociie Kypca
Tepanuy COKPaTWIO TIepUOI HEUTPOTIEHUN, HO HE YBEJIMUM -
JIO YaCTOTY PEMUCCHUM M Jaxke He YMEHBIITNIIO YaCTOTY YIpoO-
JKAIOIIMX XU3HU UH(PEKIMOHHBIX OCIOXKHEeHUI. B nccieno-
BaHMM 3amajHoOi KOOMepaTUBHON rpymmbl 82% OGOJbHBIX
C IUIOXMM COCTOSTHUEM K Hayvaiy jieueHus (performance sta-
tus o Zubrod - 3) ctapuie 75 net ymepau B TeueHue 30 nHei
OT Havaja CTaHIAPTHOU MHIYKIIMOHHON Teparuu.

XyaUIdii TIPOrHO3 Y MOXUJIBIX MAllMEHTOB CBS3aH CO
3HAYUTEJIbHO 00Jiee YacTOl BCTPEUYaeMOCThIO Y HUX Heb1a-
TOMPUSATHBIX XPOMOCOMHBIX abeppaluii, OIHAKO BO BCEX
MMPOTHOCTUYECKUX IIUTOTeHETUUECKUX IPYIINax 4acToTa pe-
MUCCUH Y TIOXUJIBIX IMAIlMEHTOB 0Ka3aJlach JOCTOBEPHO HU-
Xe, 4eM y O0JIbHBIX MOJIOXKe 60 JIeT.

Y GoIbHBIX CTaplie 65 JeT TakKe 3aMETHO JYalle OTMe-
YAEeTCsl 9KCIIPECCUSI T€HOB MHOXECTBEHHOM JI€KapCTBEHHOM
ycroituuBocTu. MccnenoBanue 3amnagHoil KoornepaTHBHOMN
OHKOJIOTUYECKOI TPYIIIbI, BKIOYUBIIee 968 GOIBHBIX, IMO-
Kazajo, 4To OJaronpusiTHbIE IUTOTeHETUIeCKe N3MEHEHUST
obHapykeHbl y 17% 60JibHBIX MOJIOXe 56 jieT u auiib y 4%
MMalMeHTOB CTaplle 75 JIeT, B TO Xe BPeMsI YUCI0 OOJIbHBIX
C HEeOJAaronmpusITHBIMU XPOMOCOMHBIMU abeppaiusiMu BO3-
pociio ¢ 35% B rpyrne mojoxe 56 et 10 51% B rpymie cTap-
e 75. IMoBeiieHHas akenpeccust reHa MDR1 (reH MHOXe-
CTBEHHOI JIEKApCTBEHHOW YCTOWYMBOCTHU) OMpenessiach
y 33% GonbHbBIX MoJIOXe 56 1eT u'y 57% crapiie 75 jier.

B tepanuu 6oabHbBIX CTaplie 65 JIeT B HACTOSIILEE Bpe-
M MCIIBITBIBAIOTCS JIEKAPCTBEHHBIE Tpenaparbl ¢ pa3iny-
HBbIM MEXaHU3MOM ACUCTBUSI — oblimersen (aHTUCMBICIO-
BbI€ HYKJICOTUIBI K bcl-2), zosuquidar (rmpenapart, CHUXKaro-
WU aKTUBHOCTb reHa MDRI), gemtuzumab (aHTUTeNa
k CD33), unruburop dapHesmiTpancdepassbl (zarnestra).

TpaHcmaHTaIuMs ocTaeTcss Hanbosiee HaleKHBIM Me-
TOAOM Tepanuu Il O0JbHBIX C TUIOXMMU MPOTHOCTUYECKM -
MU Ipu3HakamMu. B HacTosiiee Bpemst HauboJiee 4acTo Mpu-
MEHSIIOTCSI HeMUeJIoabJaTUBHBIE PEeKUMBI KOHIUITMOHUPO-
BaHUS B pacueTe Ha 3PDEKT «TpaHCIUIAaHTAT MPOTUB JICKO-
3a». HemaBHO omyOJMKOBaHbBI JaHHbIE MHOTOLIEHTPOBOTO
HCCIIeI0BaHYsI, BKJIIOYMBIIETO 122 OOJNBHBIX C IIJIOXUMH
MMPOTHOCTUYECKUMU NMpu3HakKaMu. CpeaHuii Bo3pacT 00JIb-
HBIX cocTaBua 57,5 roma (60—74 roma), 14 60AbHBIX OBUTH
crapire 60 jer. IByXJIeTHSISI BBDKMBAeMOCTh IIOCJIe TpaHC-
IJIaHTalMK cocTaBuia 44% Tpu TpaHCIIAaHTAILUK OT POJICT-
BEHHOTO JIOHOpa U 63% — OT HEPOJCTBEHHOTO. DTO JOKa-
3bIBAaCT, YTO OCHOBHOM MeXaHU3M U 3G@EKT NeicTBUs
TpaHCIJIAHTAllUM — <«TpaHCIUIaHTaT MPOTHUB Jieiiko3a». He-
JIaBHO OINYyOJMKOBAaHO MCCIeAOBaHUE, B KOTOPOM TpaHC-
IJIAHTAllUsl OT POJICTBEHHOTO W HEPOACTBEHHOIO MOHOpPA
C HEeMUeI0abJaTUBHBIM PEXUMOM KOHIUIIMOHUPOBAHUS
HCTIOJIb30BaAJIaCh B Ka4eCTBE KOHCOJUIWPYIOIICH Tepanuu
IIJIST TIALIMEHTOB C IUIOXMMU TTPOTHOCTUYECKUMM TPpU3HAKa-
MU B TeyeHMe 22—74 nHeil mocje MOCTaHOBKW AMarHosa
(KaK TOJbKO HaXOAWJIU JOHOpA), HEMEIJIEHHO Iocjie WH-
IYKIIMOHHOTO Kypca Tepanuu. Takoe JieueHue ToayIrin 26
0OJIbHBIX, 3a BpeMsl HaOII0IeHUs, paBHOE 22 Mec, XKUBbI 0e3
peuunusa 61%.

Ocmputii npomuenoyumapnsiii aeiixo3 (OI1J1)

Heckonbko mOKIan0B OBLIO TMOCBSIIEHO COBPEMEH-
Hoil TakTuKe jedyeHus OT1JI.

B HacTosimiee BpeMst Ipy NPaBUIILHOM JIEYSHUU BO3-
MOXHO J00UTHCS U3JieueHUs1 00abIMHCTBA 00abHBIX OTTJI.
Braromapst HU3KOi1 3KCIpeccuy reHa MHOXECTBEHHOM Jie-
KapcTBeHHOI ycToitumBoct MDR1 OINJI oka3aicst BbICO-
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KOUYBCTBUTEJbHBIM K aHTPAIUKIIMHAM, C TIOMOIIIbIO KOTO-
PBIX B MOHOpeXXUME yaaeTcst moayauts [1P y 55—88% Goib-
HbIX. OTKpbITHE 3ddekTuBHOocTH Tpu OI1JI MmoaHOCTHIO
TpaHcpeTuHoeBo# KucaoThl (ATRA) o3HaMeHOBaI0 Havyaio
9pbl MaToreHeTuueckoir tepanuu. [losiBieHue B Tepamuu
OI1JI TpuoKcuma MBIIIbsIKa OTKPBLJIO HOBBIE BO3MOXHOCTH
JieyeHUs OOJIbHBIX C pelUAuBaMU TOCJe MepBOHAYATbHOMI
tepaniun ATRA. Couetanume ATRA ¢ aHTpauukKiImHamu
(MpapyOMUVH WIK IayHOPYOUIIMH) MO3BOJISIET, MO JaHHBIM
BCEX KOOTEPUPOBAHHBIX MEXIYHAapOIHBIX HCCIEI0BaHUM,
noxyduth [P y 90—95% 601bHBIX M 2—3-JIETHIOIO BBIKU-
BaeMocTb y 77—88%. He GbLIIO 3apercTpUpPOBAaHO ClIydaeB
PE3UCTEHTHOCTU TMpPU HUCIoJb3oBaHUU codeTtaHusi ATRA
¢ unapyoumHoM. B paHIoOMU3MpPOBaHHOM HCCIIEIOBAHUU
OBLIO TakXke MO0Ka3aHO HEKOTOPOE MPEUMYIIECTBO B BbIXKU -
BaeMOCTH MOJIOJBIX MAallMEeHTOB MPHU JeUeHU KOMOMHAIU -
el HUTO3MH-apabuHO3MIa C UIAPYOUIIMHOM MO CPAaBHEHUIO
¢ 2 deKTOM TaKOro couyeTaHus ¢ aayHopyouurnHoMm. Cuum-
TaBIIUECs TJIOXUMU TTPOTHOCTUYECKUMU TTPU3HAKAMU Ha-
guyre moMumo t(15;17) 1o6aBOUYHBIX XpPOMOCOMHBIX abep-
pauwmii, skcnpeccusi CD56, ykopoyeHHass ¢opma TpaHC-
kpunta PML/RAR npu Mcnojsb30BaHUM COBPEMEHHOM
CTaHAAPTHOI Tepanuu MOJTHOCTbIO YTPATUIIM CBOE OTpULA-
TeJIbHOE MPOTHOCTUYECKOE 3HAUYCHUE.

Takue Xe BBICOKHME Pe3yJbTaThl, KaK MPU COYeTaHUU
ATRA ¢ aHTpauMKJIMHAMU, TIOJIyYE€HBI B OOJIBILIMHCTBE UC-
CJIeIOBAHUI TPU MCIOTB30BAHUM TPUOKCHUAA MBIIIbSIKA
B MOHOpPEXMME /IS JIEYEHUST TIEPBUYHBIX 00JbHBIX: 86—100%
I1P, 2—3-5eTHsisg 0011ast BBKMBAEMOCTD (MTPU UCIIOIb30Ba-
HUU B KadyecTBe IOIJICPXKMBAIOIIEH Tepaluu TPUOKCHUIA
Mbllbsika win ATRA B coueTaHuM ¢ XuMHOTepamnuein) —
80—97%, GespeluuauBHas BbDKUBaeMOCTh — 64—86%.
st neyeHust GOJIbHBIX, KOTOPBIM B CBSI3U C HAIMYUEM CO-
MyTCTBYIOLIUX 3a00JeBaHUN XUMHOTepanusi cuuTaiach
MPOTUBOMOKA3aHHOW, WHOTAA MPUMEHSJIOCh COYETaHUe
Tpuokcuaa mailbsika 1 ATRA ¢ Takum xe ynciaom TP, kak
YKa3aHo BbILIE.

K Hacrosimemy BpeMeHU I0Ka3aHO, YTO MPOBEACHUE
MocJe TOCTUXKEHUSI PEMUCCUN TI0 KpaiiHeil Mepe IByX Kyp-
COB KOHCOJIMAMUPYIOIIEH Teparuu, CoaepKalleid aHTpaluuK-
JIMHBI, TO3BOJISIET MOJYYUTh MOJIEKYJISIDHYIO pEMUCCHIO (OT-
cyrctBue Tpanckpunta PML/RAR npu ITLP-uccnenosa-
Hun) y 90—99% GOMbHBIX.

He mpoBoamioch paHmIOMU3MPOBAHHBIX HCCIIENOBA-
HU, TOKa3bIBAOIIMX M0Ib3y TpuMeHeHUss ATRA B mepuone
MoAePXKUBAIOLIEH Tepanuu, OAHAKO Pe3yJIbTaThl, MOTyYeH-
HbIE TBYMsI KOOMEPUPOBAHHBIMU TIPYMIIaMU — MCHAHCKON
(PETHEMA) u utanbsHckoit (GIMEMA), noka3zaiu craTu-
CTUYECKU JOCTOBEPHOE YJIYUIIIEHNWE Pe3ybTaTOB MPU pery-
JITpHOM TiepuoanieckoM BKioueHnn ATRA Ha mpoTskeHUn
15 nHeii B peXXMMBI TIOIEPKMBAOIIIEC XMUMUOTEPATTUH.

Jlo cux mop ocTaercsl AUCKYCCUOHHBIM BOMIPOC O 1ie-
JIeCOOOPAa3HOCTU HMCMOJIb30BaHUSI LUTO3MH-apabMHO3UIA
B tepanuu OTIJI. EBporeiickasi KoornepupoBaHHasl Tpymnria
B PaHIOMU3WPOBAHHOM WCCIIEOBAHUN TIPOJEMOHCTPUPO-
Bajia yBeJMUEHNE YMCIIa PEIUANBOB IMPU UCKITIOUEHUN 11~
TO3MH-apabMHO3M/Ia U3 CXeM UHAYKIIMOHHOI Tepanuu. On-
Hako B ucciegoBanuu PETHEMA nipu 6oabiieii, yem B EB-
pONENCKOM HCCIEI0BAaHUM, 103€ aHTPALMKINHOB 0€3 uc-
MOJIb30BaHUS LIMTO3UH-apaOMHO3MIA ObUIM TMOJYYEHbl pe-
3yJIbTAThl, paBHBIE JyUIIUM pe3ynabratam EBporeiickoit
rpynmnel. Bo3MOXHO, pa3nuumst B pe3yibraTax CBSI3aHBI
U C UCTIOJIb30BAaHUEM Pa3HbIX aHTPALIMKINHOB (JayHOPYyOu-
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LIMH, WJIW UOapyOULIMH, WJIM MUTOKCAaHTpoH). Creayer
UMETh B BUAY, 4TO B EBporeiickoM MccaenoBaHUU IOJb3a
MPUMEHEHUs IUTO3UH-apabuHO3uIa OblJla OCOOEHHO 3Ha-
YUMOM B TpyMnIie OOJbHBIX C TJIOXMMU MPOTHOCTUYECKUMU
MpU3HaAKaMU. DTU JaHHbIEC MOATBEPXKAECHbI B UCCIETOBAHUMN
GIMEMA, rae ucnoib30Balicsl HIUTO3MH-apaOUHO3U/I B TTe-
priosie KOHCOJMUAAIMY B TPYIIe OOTbHBIX C TUIOXUMU TIPO-
THOCTUYECKUMU MTPU3HAKAMM.

Jlo HacTosIIIero BpeMeHU HESICHO, HYXKHO JIU TIPOBO-
JIUTH TIOJIEPKUBAIOLLYIO Teparuio BceM 00abHbIM OITJI mo-
cjle MHIOYKIMK U IBYX LMKJIOB KOHCOJIUAALMU WIU TOJbKO
TE€M, Y KOT0 MOJIEKYJSIpHasi peMuccusi Oblia IMojydyeHa He
rnocjie UHAYKIIMOHHOTO, a JIMIIb MOocJie KOHCOJUIALIMOHHO-
ro Kypca tepanuu. [loka cTaHIZapTHOM OCTaeTCsI PEKOMEH-
JAIs TIPOBOAMTH TTOAIEPKUBAOIIYIO TEPAITUIO BCEM OOJIb-
HBIM Ha MPOTSIKEHUH IBYX JIET, MUCITOJIb3Ysl TPU MpernapaTa —
6-MepKarToInypuH, MeToTpekcar u nepuoanuecku ATRA.

Peunnusel ¢ mopaxkenneM LTHC Bcrpewatorcs y 1%
60abHBIX OTTJI, HO Yy 5% GOJBHBIX C KOJIMYECTBOM JIEHKOLIM -
ToB 6ojiee 10 x 10°/1. B ¢BSI3M ¢ 3TUM TaKUM OOJILHBIM pe-
KOMEHIyeTCsl TpodUIaKTUKA HelpoJieiKeMUu, KOTOPYIO
cenyeT MPOBOAUTH B MEPUOAEC KOHCOMUAALIMU TTOCTE BOC-
CTAHOBJICHUSI HOPMaJIbHOTO KOJIMYECTBA TPOMOOIIMTOB.

TpaHcIUTaHTAIMST TEMOITO3TUYECKUX CTBOJIOBBIX KJIe-
TOK Mpu coBpeMeHHoii Tepanuu O pekomeHayeTcs ToIb-
KO OOJIbHBIM, Y KOTOPBIX HE YIAeTCsI JOCTUIb MOJIEKYJISIPHO
PEMMCCUM TIOCTIe KYPCOB KOHCOMUAAINK. Jlake B 3THUX CITy-
yasix PEKOMEHIYETCS MCIIOJIb30BaThb TPUOKCHUI MBIIIbSIKA,
a TPaHCIUIAHTALMIO MPEANPUHUMATD JIMUIb TPU OTCYTCTBUU
MOJIEKYJISIPHOI PEMUCCUU TOCJIE 3TOI Teparnuu.

MOHUTOPUHT COXpaHEHMS] MOJIEKYJISIPHON peMUCCUU
cJieyeT MPOBOIUTh KaXIbIe TOJIToAa Ha TIPOTSKEHUHU TIOI-
nepxkuBaroleil Tepanuu. [1pu oGHapYyKeHUM MOJCKYJISIP-
Horo peumauBa (mosiBieHuM TpaHckpurnta PML/RARa)
HEOOXOIMMO MPOBECTU KypC MHAYKIIMOHHOM Teparuu ¢ ro-
clieylollleid OLEeHKOM pe3yabTaToB Imo gaHHbIM [TLIP.
[Tpu HEBO3MOXHOCTU AOCTUXEHUS MOJIEKYJISIPHOU peMMUC-
CHM PEKOMEHIYETCS JIeYCHUE TPUOKCUIOM MBIIIbIKA.

PesynpraThl mcciemoBaHUWiA, MPOBEICHHBIX BCEMU
IpynIiamMu, MOKa3bIBalOT, YTO MOXUIIbIE MALMEHTHI (CTapiie
65 net n naxe crapiue 70—75 j1eT) XOpOIIO MEPEHOCST Jieue-
Hue OIJI takumu ke pexumamu (couetaHue ATRA, aHT-
PalMKJIMHOB U LIUTO3UH-apabUHO31Ia), Kak y 6ojiee MOJIO-
IBIX 00NbHBIX. [Ipu JedeHUM OOJIBHBIX CTApIIMX BO3pac-
THBIX TPYIII CJAEAYEeT TOJIBKO MCIIOIb30BaTh HE TayHOPYOU-
LIMH, a MeHee KapAMOTOKCUYHbIC aHTPAIMKIMHBI (Maapy-
OMIIMH UM MUTOKCAHTPOH) U HECKOJIbKO CHUXKATh 103y aH-
TPAIUKITMHOB.

B cBs3u ¢ TeM uto y nereit npu geyeHuu ATRA yac-
TO pa3BMBAIOTCS MEHUHTEAIbHbIC CUMITTOMBI, 1032 IpeTia-
para y HUX CHMXKAEeTCs ¢ OOBIYHOM TSI B3pOCTIOro 45 Mr/M?
o 25 mMr/m>.

HoBoe B ne4yeHun xpoHu4eckoro muenoneirosa (XM

IToarorosieno A.1O. 3apunkum (CII6GI'MY um. akan.
N.II. I1aBioBa; @enepaibHblii HEHTP CepAla, KPOBH M SHIO-
KPHHOJIOTHH)

B xonne XX — Hauane XXI Beka MosiBUJIOCH HOBOE
HarpasieHue B jieueHuu XMJI, CyTh KOTOPOTo 3aKJI0uaeTcst
B CO3JIaHWM CPEACTB MaTOreHETUYECKOTO ACHCTBHS, OJIOKM-
pytomnx cBsisbiBaHue AT® ¢ ABL-TUpO3MHKUHA30li, 4TO
OTMEHSIET BKIIIOUCHUE CUTHAJIbHBIX IyTE, OTBETCTBEHHBIX
3a KJIeTOuYHyo Tponudepanuto. [lepBoiM apmakosornue-

CKUM IIperapaToM ¢ TaKUM JAeHCTBUEM CTaJl UMATUHUO-Me-
3uaT (IIMBeK). Pe3ynbraThl MEXKIyHAPOIHBIX TSITHUICTHUX
WCCIeI0BAaHUN JAaHHOTO TIpernapara CTajJu JOCTYITHBI
B 2006 1. BpI10 MOKa3aHO, YTO Tepanus IIMBEKOM ITPHUBOIUT
K IIUTOreHeTHYecKoil pemuccuu y 87% 6oabHBIX, 93% u3
KOTOPBIX HE TIPOIPECCUPYIOT IIPU TIATUIIETHEM HAOTIOICHIH.
HeBupaHHbIe 10 HACTOSIILIETO BpeMEeHU pe3ybTaThl! BaxHo
OTMETUTh, YTO TOKCUMIHOCTH TIpeTapaTa KpaiitHe Hu3ka. Emne
OIHOI OYeHb BAXKHON OCOOCHHOCTBIO TIperiapara siBJIsSeTCs
TO, UTO PUCK MpOrpeccuu 3ab0JeBaHMSI YMEHbIIIAETCS C Ka-
JKIBIM TTOCJIEYIOIIUM TO0M JiedeHUs rBeKoM. HecmoTtpst
Ha TIOpa3uTeNIbHbIE Pe3yJIbTaThl Teparuu, HeJIb3sl CKas3aTh,
yto mnpobiema JyeyeHus XMJI pemena. CyilecTByeT IO
KpaiiHeil Mepe JBe NPUUUHBI, KOTOPHIE TPEOYIOT MOCTOSIH-
HOTO pa3BUTHS JaHHOTO HarpaBieHUs. Bo-miepBbIX, B mpo-
1ecce Tepanuu Bo3HUKaloT myTauuu reHa BCR-ABL, xoto-
pble MPUBOIST K U3MEHEHUIO CTPYKTYPbl TUPO3MHKUHA3BI,
MPETSITCTBYIONINE CBSI3BIBAHMIO IIperapara ¢ (hepMEHTOM.
[Mpy HEKOTOPBIX MyTAIUSIX CBSI3BIBAHUE C TIPETIapaToM CTa-
HOBUTCSI aOCOIIOTHO HEBO3MOXKHBIM, MPU IPYTUX IJIST Ipe-
OJIOJICHUS PE3UCTEHTHOCTHU TpeOyloTCs 00Jee BBICOKHUE KOH-
LIEHTpalUMKu TipernapaTta (yBeJIW4YeHME O03bl IMBeKa). Bo-
BTOPbIX, PAHHUE MOKOSIIMUECS JEeHKEMUUYECKUE KIETKHU-
MpeAIIeCTBEHHUKN HEUYBCTBUTEIbHBI K TTIMBEKY. C MpaKTH-
YeCKOW TOYKM 3pEHUS 3TO 03HavYaeT HeoOXOOUMOCTh B ITO-
CTOSTHHOM U HETIPEPBIBHOM IIpHeMe TIperapara.

Crniocobam neyeHuss XMJI ObLIO MOCBSAIICHO OYEHb
MHOTO BBICTYIUICHUI 1 TTyOJMKaLIMii Ha KOHTIpecce AMepu-
KaHCKOTO o0lecTBa reMatosoros. Mx ycJIoBHO MOXHO pas-
NEJTUTh Ha HECKOJIbKO TPYII: JaJbHEUIINN aHaIu3 TISITH-
JIETHETO MEXAYHAapOJAHOro uccienoBaHusi 3GGeKTUBHOCTA
IJIMBEKA; aHAJIN3 pe3yIbTaTOB OTACIbHBIX LICHTPOB; OLICHKA
5¢h@GEeKTUBHOCTA HOBBIX MpenapaToB, OJOKUPYIOIIUX aK-
TuBHOCTh p210BCR-ABL THpO3uMHKMHA3bI; CIOCOOBLI 3pa-
IUKAUUU PE3UAYATbHbBIX JTEHKEMUYECKUX KIIETOK.

Ippexmusrnocmy eausexa. OueHb BaXKHBIMU MpeaCTa-
BIISTIOTCSI PaOOTHI, OIIEHUBAIOIINE BPEMSI IOCTUKEHUSI IIUTO-
TEHETUYECKOM M MOJIEKYJISIpHOU peMuccuii. brio mokasa-
HO, YTO Y€M paHbllle JOCTUTHYTHI 3TH ILIEJIH, TEM IOJbIIE
0eccoObITUITHASI BBIXKMBAEMOCTh O0JIbHBIX. BaxkHbIM (hakTo-
POM paHHEro IOoCTUXeHUs addeKTa sBisieTcsl KOHLIEHTpa-
LIMSI TJIMBEKa B TJIa3Me, KOTopast MOXKET 3aBUCETh OT aKTHB-
HOCTHU IIUTOXPOMA TeYeHU, BCAChIBAEMOCTHU TJINBEKa B KU-
IIEYHUKE, aKTUBHOCTH KJIETOYHBIX ITOMII, BKAUYMBAIOIIUX
M BBIKQUMBAIOIIMX TAMBeK. OKa3ajaoch, YTO y OOJBHBIX,
MPUHUMAIOIIUX CTAaHIApTHYIO 103y TIMBeKa, 4acToTa J10C-
TUXKEHUSI LIUTOTEHETUYECKON M MOJEKYISIpPHOU peMuccuu
OblJIa TeM BBIIIE, YeM BBIIIe OblJla KOHIICHTPAIIUS TJIMBeKa
B 1m1a3me. JIornuHo BO3HUMKAET BOMpoc 00 M3HavyaabHO 60-
Jlee BBICOKOU 103¢ IIMBeKa. TaKoi ITOAXOM MOXKET TaKXKe
OBITH 000CHOBaH TeM (haKTOM, YTO 3(P(HEKTUBHOCTD IIIMBE-
Ka B paHHEl XpOHUYecKOi (hpa3e BbIllle, YeM B IO3IHEN.
JleiicTBUTENbHO, YeM MMO3Ke Mbl HAUMHAEM TEepaIuIo IiruBe-
KOM, TeM 0oJiee BeposiTHbI MyTalluu B reHe BCR-ABL. bolio
MoKa3aHo, YTO Tepanus TIuBeKoM B o3¢ 800 Mr puBOAUT
K OOJIBIICH YacToTe M 60Jiee paHHEMY TOCTHXKCHUTO IIUTOTe-
HETUYECKOU U MOJIEKYJISIPHOU PEMUCCUM.

OIHUM 13 BaKHBIX TEOPETUUECKUX ACTIEKTOB SIBJISICT-
Csl B3aMMOJICHCTBUE JIEMKEMUYECKON KJIETKU CO CTPOMOW
KOCTHOTO MO3Ta U INIMBEKOM. DTOMY BOMPOCY ObLJIO MOCBS-
IIEHO HECKOJIbKO MCCJeJOBaHUM, MpPEeACTaBIEHHbIX Ha
KoH(pepeHnn. OKa3aaoch, YTO TIIMBEK MPUBOINT K YBEIU-
YEeHHUI0 dKCcIpeccuu Ha Jelikemuueckux kiaetkax CXCR4,



peuenTtopa nias xemokuHa SDF, u Takum o6pa3zom crnoco6-
CcTByeT MX BbDKMBaHWio. Hamportus, mHruouumuss CXCR4
MPETNATCTBYET KOHTAKTy CO CTPOMO# M TTOBBIIIIAET YYBCTBU-
TEJbHOCTD K IIMBeKY. [10100HbIe MccaenoBaHUsI MHTEpeC-
Hbl B IJIaHE MX BO3MOXHOTO KJIMHUYECKOTO MPUIOKEHUS.
Cienyet, OHaKO, OTMETUTh, UTO COJEePXKaHUE JelikeMuye-
CKUX KJIETOK TIOCJIe Tepamnuy TJIMBEKOM WM aJUIOTeHHOU
TpaHCIUIAHTALIMA KOCTHOTO MO3Ta B KPOBU M KOCTHOM MO3-
re OJMHAKOBO.

Hoebie uneubumopsr muposunkunas. B HacTosiiee Bpe-
Ms HanboJjiee M3YyYeHHBIMU SIBJISIIOTCS TpernapaTbl HUJIOTH-
Hu6 (racurHa, «HomapTuc») m macatuHu® (crpaiicern,
«bpucronb-Maiiepc»). HunotuHu6 — aHajior umMatuHuoa,
MPEeBOCXOISIINI ero mo 3G (MEKTUBHOCTU U CIIEKTPY IIpe-
onojieBaeMbIX MyTalnii. OCHOBHBIMM MUIIIEHSIMU BIMSTHUS
JacaTUHUOA SIBJISIOTCSI HE TOJIbKO ber-abl, HO Takxke Src
u eme 14 tuposmHkuHas. CrenoBaTebHO, Teparuio jgaca-
TUHUOOM MOKHO Ha3BaTh MYJBTUTAPTETHOM.

Hunotunu6 okaszancsi 3bGEKTUBHBIM Y OOJBHBIX
C PE3UCTEHTHOCTHIO WMJIM HETepeHOCUMOCTBIO TJIMBEKA.
Y Takux 00JbHBIX HUJTOTUHUO MHAYLIMPYET TeMaTOJIOTHYC-
ckue pemuccuu B 69% M LUUTOreHeTUYECKME PEMMCCUU
B 42% cny4yaeB. AHaJOTUYHbIE PE3YJIbTaThl MOXHO IOJIY-
YUTh U TIPU UCIOJIb30BaHUU JacatuHuOa. Yactora cepbes-
HBIX MOOOYHBIX 2(PEKTOB TakKe COMOCTaBUMa, XOTS WX
crekTp pasiauyaercs. Hy>kHO OTMETUTb, YTO TIPU MCITOJIb-
30BaHUM JacaTMHMOA B MaKCUMaIbHOM 2((hEeKTUBHOI 103¢
4acTU 0OJIbHBIX TPEOOBAIOCH CHUKEHME J03bl U3-3a Pa3BU-
TUs OcloXHeHui. [1yisi 06oux npenapaToB MyTalyeil, Bbl-
3bIBAIOIIEH PE3UCTEHTHOCTh, siBisieTcss T3151. OueHb 00-
HaJleXKUBAOIINMU TIPEICTABIISIIOTCST PE3ybTaThl UCITOTb30-
BaHMSI HUJOTMHUOA B KauecTBe IEpPBOI JIMHUU Teparivu.
Tak, 6bUTO TIOKA3aHO, YTO TOJHAS IIUTOTEHETUYECKasT pe-
MUCCHSI JTOCTUTaeTcs K 3 Mec Tepanuu y 93% OONbHBIX,
ak6wmec—y100%.

C npakTUIeCcKOi TOYKY 3PEHUST OUeHb BasKHBIM SIBJISI-
€TCsT BOIIPOC, UTO JIeJIaTh MPU BO3HUKHOBEHUN PE3UCTEHT-
HOCTH K TIepBOii TMHUM Tepanuu (rauBek). [Tpu moctymHo-
CTU IPYTUX MHTUOUTOPOB TUPO3MHKMWHA3 CMEHA Mperapara
MpeacTaBiseTcs: 0ojee onpaBIaHHOM, YeM yBEIUYEHHE 10~
3bl KICXOJHOTO MpenapaTa. [lepekpecTHON pe3uCTEeHTHOCTH
MeXIy HauboJjiee McCaeNoOBaHHBIMU TTperapaTamMu (TJIMBeK,
HUJOTUHUMO, AacatTuHuO), mo-Buaumomy, HeT. [lokaszaHo,
YTO OOJIbHBIE, PE3UCTCHTHBIC K INIMBEKY U JTacaTUHMOY, OT-
BEUalOT Ha Tepamnuio HWIOTMHMOOM. OmHAKO MocienoBa-
TeJbHOE HMCMOJIb30BaHWE DPA3IMYHBIX MHTMOMTOPOB TUPO-
3MHKMHA3 MOXET IMPUBECTU K HaKOIUIEHUI0 MYTallMii,
B CBSI3U C YeM 00OCYXXIaeTcsl CTpaTernsl UCTIOJb30BaHUs He-
CKOJIBKUX UHTUOUTOPOB OTHOBPEMEHHO.

Bcenen 3a BeINIeyKa3aHHBIMM TIpenapaTaMy CTau IO~
SIBJISATBCS U Apyrue: ski-ber-abl-sre-uarnéurop — SKI -606,
INNO- 406, MK-0457.

Oco6enHocthio INNO-406 sBsieTcst ero croco6-
HOCTb TIPOHUKATh 4epe3 TeMaTodHIedhaTndyeckuii 6apbep,
MK-0457 ornuyaeT BO3MOXHOCTb MHTMOMPOBATH MHOTUE
CUTHaJIbHBIE TIYTHU, TOCPEICTBOM KOTOPBIX reH BCR-ABL
peanu3yeT CBO OHKOT€HHBIN MOTeHIIMal — aurora-kinase
FLT3, JAK2. bnokupoBaHue CUTHaJbHBIX MyTeil aejaeT
9TOT Ipenapar o4eHb MEPCIEeKTUBHBIM IS MPEOIOJICHUS
pesucteHTHOCTU MyTauuu T3151, nas neyeHuss Apyrux Mu-
ejornposindepaTUBHBIX 3a00JIeBaHU, B MaTore3e KOTOPbIX
BaXXHYI0 poJib MTpaeT skcmpeccus JAK2 (momumuremus,
Mueno0huopo3).

CbE3Abl, KOHOEPEHLUN, CUMNO3NYMBbI

OOcyxnanuch U apyrvue papMakoJorudeckue moaxo-
bl K edeHuto XMJIL. Tlpexae Bcero, aTo 06J10KaTOPHI MPo-
MEXYTOUHBIX CUTHAIbHBIX IMyTeil, Takue KaK WHTUOUTOP
m-TOR (Everolimus, Novartis), ”HTUOUTOPBI TMCTOH-IIE-
alleTusa3, MPUBOASILIME K HApYIIEHUIO 00pa30BaHUs CTPY-
KTypbl BCR-ABL w ero aerpagauuu.

Dpadukayusn pe3udyanvhbiX neliKeMu4ecKux Kaemok.
B HacTosmiee BpeMs CyIIeCTBYIOT JIUIIb 9KCTIEPUMEHTATb-
Hble (in vitro) papMakoJIOTUYECKHE TOAXOAbl K PEIICHUIO
9TOI MpPOOJIEeMbl, OCHOBAHHbIE HAa PETYJSIMU MOMII, BKa-
YUBAIOLIMX W BBIKAYMBAIOLIMX JIEKAPCTBO, U MHAYKLUUU
afnornTo3a.

TpaHcrlaHTalMs 10 HACTOSIIIIETO BPEMEHU SIBIISIETCST
HauboJiee paaukaabHbIM ToaxonoM K tepanuu XMJI. Ilo-
MpexHeMy O0CYyXIaeTcsl MECTO 9TOr0 MeTona B Tepamnuu
NaHHOTO 3a00JeBaHUs. AJJIOTeHHAs! TPAHCTUIAHTAlLUSI B Ha-
cTosiuiee BpeMsl SIBJISIETCSI BTOPOW JIMHMEW Tepanmuu Ipu
MEePBUYHON 1 BTOPUYHOI PE3UCTEHTHOCTU K TJIMBEKY. BbI-
60p BpeMEeHU TPAHCIUIAHTAIIMN OTPENEesIeTCsT KaK MPOTHO-
cTryecKuMu akTopamMu 3a00JeBaHMSI, TaK U MTPOTHOCTHU -
yeckuMU (hakTopaMu pucka nmpoueaypsl. [TuBek MOXeT uc-
MOJIb30BAThCS 7151 JIEYEHUSI PELIUIMBOB TIOCIIE aJlJIOTeHHOMN
TpaHcmaHTauuu. Lupoko obcyxaaeTcsi BOMPOC CTOMMO-
cti — 3GhGEKTUBHOCTU IBYX HalpaB/leHUi (TpaHCIUIaHTa-
WS, THTUOUTOPBI TAPO3UHKUHA3).

Kpaiine mpuBrnekaTenbHOU SBISIETCST TIOTMBITKA COUe-
TaHUs TIuBeKa U uHTepdepoHa. OKOHYATETbHbIE BBIBOIbI
[enaTth paHo, OJHAKO MOKa3aHO, YTO MHTep(epoH Croco-
OeH yrayossiTh MOJEKYJISIPHBINM OTBET MOCJe Teparnuu Iu-
BekoM. Bynyiiee mokaxeT onpaBIaHHOCTb COYeTAHHOM WIN
TOCJIeIOBATEILHOM Tepanuy 3TUMU TIpeTiapaTaMu.

3actyXuBaeT BHUMAaHUS eIl PSII MPAaKTUIeCKUX ac-
MeKTOB. BbuIM MpoaHanuM3MpoBaHBl Pe3yNbTaThbl OTMEHBI
r1MBeKa y OOJIbHBIX B IOJHON MOJEKYJISPHOW PEMUCCHUU.
OKkazanoch, 4To y 8 u3 15 GONBHBIX B TeUeHHE 6 MeC Mocie
OTMEHBI TJIMBEKa Pa3BUJICS MOJEKYJISIPHBIM PeIUaAnB. DTO
elle pa3 yka3biBaeT Ha HEOOXOAMMOCTh IMTOCTOSTHHOTO TIpUe-
Ma Tpernapara.

AHanmu3 ucxomoB OepeMeHHocTeil y 180 >KeHIIUH,
MPUHUMAIOLIUX [JIMBEK, BBISIBUJ BICOKUI MPOLIEHT Aedek-
TOB IJI0Jia ¥ TTOBBILLIEHUE PUCKA CIIOHTAaHHBIX a00PTOB.

B 1esioM MOXHO TOBOPUTH O TOM, YTO BCKOPE B KIIH-
HUYECKOU TpaKTUKe OYIyT MOCTYITHBI HOBbIE WHTUOWTOPHI
TUPO3WHKWHA3 W JAPYTUe TperapaThl, LeJeHarmpaBIeHHO
BJIMSIONIME HA JICMKEMUYECKUI TIPOLIECC, KOTOPBIE MO3BO-
JIAT YCTIEHTHO GOPOThCSl C CUTYallMsIMU, KOTJa IJIMBEK OKa-
3pIBaeTcsl HeahdeKTuBHbIM. ClienyeT OTMETUTh, YTO B OC-
HOBHOM HOBBIE TIpeTiapaThl HaXOIsTCS Ha 3Tarie KIMHUYe-
CKUX MCTIBITAHUI ¥ HEe MOTYT OBITh ITMPOKO PEKOMEHIIOBa-
HBI HU BpayaM, HU TainreHTam. [1j1s HacC OCHOBHBIMHU CITO-
cobaMu 6OPHOBI C PE3UCTEHTHOCTHIO SIBJISIIOTCS TIOBBIIIIEHUE
1103 TJIMBeKa 1 aJIOreHHasl TpaHCIIaHTALUsI TeMOMOATHYEe-
ckux KjieTok. CMeHa MIMBeKa Ha HOBblE HHTMOUTOPBI TUPO-
3WHKMHA3 BO3MOXHA ceifyac JIMIIb B IIEHTpaX, y4acTBYIO-
X B KIMHUYECKUX UCTIBITAHUSIX TAHHBIX ITPEIapaToB.

B-KNeTo4Hbli XPOHUYECKHi nuMoneiiko3 (B-XJIJ)

IHoarorosaeno E.A. Hukutunsiv (IemaTosornyeckuii
HayuHblii nentp PAMH)

Hoesvle pexomendayuu npu oocredosanuu 6oavHvix B-XJ1JT

OaHUM U3 KJIIOYEBBIX COOBITMII Ha KOHMEpeHLUU
2006 1. cTay mOKJIAa PYKOBOIMUTEIS HEMELKOW IPYIIIBI IO
usydenuto XJIJI M. Hallek, mocBsilieHHBII# HOBBIM PEKO-

£002.7
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MEHIALIUSIM T10 00C/IeIOBAHUIO U JiedeHUto 00bHbIX B-XJIJI.
Panee MupoBoe cO0OIIECTBO ITOJB30BAIOCh MpPaBUJIAMMU,
pa3paboTaHHBIMU paboueil rpynmoit HammoHanbHOro mH-
crutyta paka CIIA (1996). Hauunas mokiam, M. Hallek
MOMTYEPKHYJI, YTO KpuTepuu 1996 T. 1st cBOero BpeMeH! Obl-
JIM BBIJAIOIIMCST JTOCTHXKEHHMEM, TOCKOIBbKY IO3BOJIMIN
BBIPAbOTaTh KOHCEHCYC, IPUMEHSIEMBIN He TOJBKO B KIIMHU -
YeCKUX MCITBITAHUSX, HO M B KIIMHUYECKOU MpakTuke. [1po-
rpecc, MpOM30LIeAIINi 3a ocaenaue 10 JeT, TUKTyeT HeoOo-
XOIMMOCTDb TepecMOTpa MpaBUI U ananTallii UX K COBpe-
MEHHBIM TpeGoBaHusiM. B 1996 1. kpuTepuu TUAarHOCTUKU
u oueHKuU 3¢ dexkTuBHOoCcTH Tepanuu B-XJIJI paspabartbipa-
JIUCh B CBSI3W C BHEAPEHUEM B MIPAKTUKY HOBOTO MeTONIa —
UMMYHO(MEHOTUITUPOBAaHNUS, a TaKXe B CBSI3M C TeM, 4YTO
B IJIaHMpPYEeMble KIMHWYECKHWE WCITBITAHUS HYXHO OBLIO
BKJIIOYATh IMTOTEHETUYECKME U MOJIEKYJISIpPHBIE CCIeI0Ba~
Hus. 3a 10 neT B HalIeM pacrnopsiKeHUU MOSIBUIUCH HOBbIE
oosiee 3h(heKTUBHBIE JIEKapCTBa U XMMUOTEpArieBTUUYECKUE
PEXMMBI, TTO3BOJISTIONINE TOJTydaTh PEMUCCUHN JIyUYIIeTo Ka-
YecTBa, B TOM UHMCJIe JOOMBATHCS dpaguKalllii MUHUMAaTh-
Hoil ocTtarouHoii 6one3Hu (MOB). Tak uyTo ycrapeBiue
KPUTEPUN PEMUCCHUU YK€ MOTYT HE MOAXOAUTh Il OLEHKHU
ux a¢ppexkrTuBHocT. KpoMe TOro, mosiBUIOChH MHOTO JaH-
HBIX, KacalolIMXCsl TMPOrHocTudeckux mapkepon B-XJIJI.
Bonbiiast yacTh U3MEHEHMI B TIpaBWIIax MpeHa3HaYeHa ST
HCCIIeA0BaTeIbCKUX rpyIil. Ecim roBopuTh 0 MOBCeTHEBHOM
MPaKTHKE, TO UBMEHEHUSI 3aKTI0YAIOTCS B CICAYIOLIEM.

1. dna ycraHoBiaeHus auarHosa B-XJIJI Gonblne He
TpeOyeTcsl MccienoBaHUe KOCTHOTo Mmoara. IlokazaHust
K TpenaHobuoncuu npu B-XJIJI:

— Havayo tepanuu. KOCTHBIN MO3T TOKEH OBITh HC-
cJIeIOBaH HETMOCPEACTBEHHO TIepel HayajloM Teparun;

— HaJu4ue J000i IIUTOTICHUH,

— OILICHKA MOJHOTBI PEMUCCHUH.

2. UmmyHopeHoTunmueckas xapakrepuctrka B-XJ1JI
paHee ompenensnach Kak «koakcrnpeccus CD19, CD23
u CDS, skcnpeccusi OJHOrO TUMa JIETKOW lLienu u ciabast
OKCIIPECCUS  TMOBEPXHOCTHBIX  MMMYHOTJOOYJIMHOB>.
B 2006 . K 3TOii XapaKTepUCTUKE H00ABIEHO elle 2 mapame-
tpa: aiasgs B-XJIJI tunuuna cinabas skcrnpeccussi CD20
u CD79b no cpaBHeHMIO ¢ HOpMaJIbHbIMU B-numdorimra-
mu. Ouenka ZAP-70 u CD38 Heobxoauma TOJIbKO B KJITMHU -
YECKUX UCTIBITAHUSAX. B 0OBIMHON KIMHUYIECKOU MPaKTUKe
OLIEHKA 3TUX MapKepOB HE ABJISIETCS 00s13aTCIHHOM.

3. MonexkynsipHble MapKepbl: BCeM OOJbHBIM, KOTO-
PbIM MOKa3aHa Teparnusi, T0JKEeH MPOBOAUTHLCS CKPUMHUHT Ha
neneuuto 17p. DTo oyeHb BaxXHO, MOCKOJBKY Y MallMeHTOB
¢ menerueit 17p mpakTHYeCKW HET OTBETa Ha CTaHIapTHHIC
pexuMmbl Tepanuu. Bce npyrve Mapkepbl (MyTallMOHHBI
cTraTyc M HuToreHeTnueckwe HapymeHus delllq, dell3q,
TpUCOMMSI 12) TOJIKHBI BBITIOTHATHCS TOJIBKO B paMKax KJIM-
HUYECKUX UCMBbITAHUI. B pyTUHHOI MpakTUKe OHU HE HYX-
HbI, MOCKOJbKY HUKAK HE BIUSIOT HA Ha MEepBOHAYAIbHBII
BBIOOp Teparnuu, HU Ha TAKTUKY B ITEPUO HAOIIOACHUS.

4. lo Havyaja Tepanuu HEOOXOAUMO TMPOBOJAUTH
CKPUHUHT Ha mH@eKunu uuromeranosupyca (CMV), HBV
u HCV. Eciiu CMYV ucxoano BeigBisgercs 1o I[P, To Heo6-
XOIUM exXeMecsyHblii MoHuTOpuHr CMV Bo Bpems Tepa-
muu. Ecnu CMV ucxonHo He BoisiBisiics, To [TLIP gomxHa
MPOBOJAUTHCS TOJBKO TIPU IMOJO3PEHUM Ha WHGEKIIUIO,
Ho HememieHHO. Ouenka HBV u HCV HeoOxonnma notomy,
4TO Ha (pOHE MMMYHOCYIIPECCUBHOI Teparny MOXKET IPO-
HUCXOIUTh peaKTUBALIUS STUX UH(EKIINIA.

5. KommblotepHast ToMorpadust 10DKHA BBITTOTHSTh-
CsI TOJIBKO B KIIMHUYECKUX UCTIBITAHUSIX MUHUMYM JABAXK/IbI:
JI0 Havaja Tepanuu 1 1o ee OKOHYaHWU.

6. M3MeHMIOCHh MOHSATHE <«PE3UCTETHOCTb K Tepa-
nun». CeromaHst oHa omnpenessieTcsl Kak:

— OTCYTCTBME OTBeTa Ha Tepamnuio (pe3nCTEeHTHOCThb
Ha (poHe JieueHUs);

— peuuauB, pa3BUBIINICS B TeueHHUe 12 Mec.

7. MOD nomxHa onpenensiTbes TOJbKO B paMKax KJIr-
HUYECKUX UCTBITAHUI C TTOMOIIBIO MPOTOYHON LUTODIIO-
opuMeTpuu. [lepeueHb MapKepoB ellle He YTBEPXKICH.

8. Hanuyue ayToMMMyHHOI aHEMHUU U TPOMOOLIUTO-
reHuun Oosbille He paccMmarpuBaercs kak craaus [11/1V mo
Rai unu C o Binet.

Ckopocmbv 00HO081eHUs onyxoseso2o Kaona B-XJIJI
u npoeHocmu4ecKue GaKmopesl

[MosiBsieTcst Bce Oosble AAHHBIX O TOM, YTO pa3iny-
Hble aKTUBAallMOHHBIC CUTHAJIBI (AaHTUTEHHAsl CTUMYJISIIIVS,
B3aMMOJIEMICTBUE C NPYTUMU KJIETKAMU, IIUTOKUHBI) MOTYT
3alTycKaTh mpolecc aejieHus B kinetkax B-XJIJI. OmHako mo
CHUX TIOp OBLIO HESICHO, MOHOMOP(EH JIU OIMYXOJIEBbIN KJIOH
o NpojudepaTuBHON aKTUBHOCTHA. DTOT BOMIPOC UCCIEI0-
BaH rpynmnoilt N. Chiorazzi. 9 6oabHbix ¢ B-XJUJI, mons
CD38+ kJeTok y KOTOphIX Kojebamack ot 1,7 mo 97,8%,
TIPUHUMAJITU €XeTHEBHO MOPIIUY BOJbI, MEUEHHOU Hepaano-
aKTUBHBIM U30TOnOM neiitepust (2H) B Teuenue 12 Hen. 3a-
TE€M M3 KPOBU 3THX MAllMEHTOB, B3ATOU Ha 8-11 u 24-ii Heme-
ne, Beinensan CD5+CD19+CD38+ u CD5+CD19+CD38-
KJIETKM U OlleHUBaJIM BKItoUeHue neiitepust B JJHK ¢ momo-
IIBI0 Ta30BO XpomaTorpaduu M Macc-CIeKTPOMETPUH.
Ha 8-ii Henene BkintoueHue nevitepust B CD38+ BaBoe mipe-
BoIasio BkItoueHWe B CD38-kieTk y BceX OONBHBIX.
K 24-it Henene comepkaHue IeUTEpUsT B 3TUX MOMYISIIUAX
HE pa3inyanoch, YTO MOXET TOBOPUTH JTUOO 0 Hosiee KOpoT-
Kol mponpojkuTenbHocTu kuzHu CD38+ kjerok, audo
0 ToM, 4To 3Kcnpeccusi CD38 moBbIIaeTcs B KJaeTKax
B-XJIJI B mepro akTUBHOTO AEJIEHUS ¥ CHYDKAETCS B TIEpU-
OIl TIOKOSI.

B npyroii pabote 3TOii Ipynmbl MPOBEACHO CpaBHE-
HUE JJIUH TeJoMepHbIX KOHLIOB B CD38+ u CD38- nmomny-
Jsuusix. TeromMepsl — 3TO reKCaMepHbIe MOBTOPHI HAa KOH-
11aX XpOMOCOM, KOTOPbIe YKOPAUYMBAIOTCS ¢ KaXKIbIM ITUK-
JIOM KJIETOUHOTO nefieHus. Korma miuHBI TeJoMep MOCTHU-
raloT KpUTHUIECKOU BETMINHBI, KJIETKAa MTOTM0aeT mo Mexa-
HU3MY afornTo3a, MO3TOMY IJWHA TeJOMep TOKa3bIBaeT
npoardepaTUBHbIN aHaMHe3 KJIeTKU. JITnHa TeJoMep MO-
KET yBeJIUYUBaThCsl (DEPMEHTOM TeJIoMepa3oil. DTOT Mpo-
1IecC aKTUBHO TIPOUCXOIUT B TePMUHATBHBIX IIEHTpaX, Te
B-KJIeTKY TTOATOTaBIMBAIOTCS K TOMY, YTOOBI CTaTh JTOJTO-
KUBYIIUMU KJeTkamu mamsatu. B CD38+ kieTkax Ha010-
nanach 0ojiee BbICOKAsi aKTUBHOCTh TEJIOMepPa3bl, HO IJIU-
HbI TeJJoMepHbIX KOHLIOB B CD38+ u CD38-knerkax y Ka-
KI0TO KOHKPETHOro MalyeHTa He pasnuyaiuck. [locaen-
Hee HeyauBuTelbHO: Kak CD38+, tak u CD38-kietku
TIpUHAJIeXaT OTHOMY OTYXOJeBOMY KJIOHY. Takum oGpa-
30M, omyxojeBblii kioH B-XJIJI neogHopomeHn: CD38+
MOMYJISIIUST COAEPXKUT AOCTOBEPHO OOJbIle KIETOK, He-
JNaBHO TMOABEPTaBIIMXCS NEJCHUI0. OTU JAaHHbIE MMEIOT
U TIpUKJIagHoe 3HauyeHue. Xots skcnpeccus CD38 cinado
MpeacKa3biBaeT KIMHUYECKOe TeUeHNEe Y KaXI0TO OTAeb-
HOTO TallMeHTa, TporHocTUYeckas 3HauuMoctb CD38 Ha
0O0JIBIIMX BBIOOPKAX OOJIbHBIX XOPOIIIO YCTaHOBJIEHA. YPO-
BeHb CD38+ Kj1eTOK, BO3MOXKHO, OTpaXkaeT CKOPOCTh 00-



HOBJIEHUSI OITyXOJIEBOTO KJIOHA. boJjiee BbIcOKasi CKOPOCTh
OOHOBJICHUS CO3AAeT MPEATOCHIIKM K TTOSBJICHUIO CYOKITO-
HOB C IIOTOJTHUTEJIbHBIMU IUTOTEHETUYECKUMU abepparu-
sMU. Y MHOTMX MallMEHTOB HEPEAKO MOXHO HaOII01aTh
u3MeHeHue KinHuvyeckoro teueHus: B-XJIJI. B atom Borm-
poce MOXeT MMeTh 3HayeHWe He CTOJbKO NaBHOCTb,
CKOJIbKO TMHAMUKa OOHOBJIEHUs OITYXOJIEBOTO KJIOHA.

C 3T0i1 TeMoii mepecekaeTcsl MHTepecHast paborta u3
kauHUKU Mayo. S. Nowakowski 1 coaBT. ipeacTaBUIN JaH-
HbI€ MO MPOrHOCTUYECKOMY 3HaUYeHHIO Ynciia TeHel boTku-
Ha — [ymmnpexta B Ma3ke KpoBu. PaHee 3TMMU aBTOpamu
C TIOMOIIIbIO TIPOTEOMHOTO aHaIn3a OBLIO IMOKa3aHO, YTO
B-XJIJI xapaktepu3syeTcsi BBICOKOI 9KCIIpeccueit 6eska 1u-
TOCKeJIeTa BUMEHTUHA M YTO YPOBEHb 3KCIIPECCUU BUMEH-
THHA KOPPEJIUPYET C MyTallMOHHBIM CTaTyCOM I'€HOB BapHa-
0eIbHOTO pernoHa UMMYHOTI00YaIMHOB (IgVu). [TockoabKy
BUMEHTHMH MTPaET KJIIOUEBYIO POJib B (POPMUPOBAHUU LIMTO-
CKeJleTa, aBTOPBI MPEAMOIOXMIN, YTO YUCIO TeHei borku-
Ha — [yMIpexTa MoxeT 06paTHO KOPPeJIUPOBaTh C YPOBHEM
BUMEHTMHA U UMETh MPOTHOCTMYECKOE 3HaueHUE. ABTOPHI
MPOBEJIN CIETION aHaJIN3 Ma3KOB KPOBHU, B3SITHIX OT 75 00JIb-
Hbeix B-XJIJI. B kaxkgom mMa3ke MOACUMTHIBAIN MPOLICHT Te-
Heii borkuna — Iymmnpexrta oT o61ero ynciaa JMuMQpOLUTOB
U CPaBHUBAJIU €r0 C YPOBHEM 3KCIPECCHMH BMMEHTHHA.
Yucio pa3pylIeHHBIX KJIETOK COCTaBWIO B cpeaHeMm 27%
(4—72%). VX IpOLIEHT HEe KOPPETUPOBaIl C TUMOOIIUTO30M
M HE MEHSUICS CYIIECTBEHHO BO BPEMEHM y KaXXIOTO KOH-
KPETHOTO IallueHTa. ABTOPHI MOJYUYUIU JOCTOBEPHYIO 00-
paTHYIO 3aBUCMMOCTb MEXIy 4UCIOM TeHell boTkuHa —
[ymmpexta 1 ypoBHEM 3KCIIpeccu BUMEeHTHHA. bosee Toro,
0Ka3aJIoCh, UTO MPOIIEHT TeHeil 00paTHO KOPPEJIUPYeT C BbI-
KMBAEMOCTBIO. Y OOJIbHBIX, uMelonux meHee 30% teHeit
Borkuna — [ymmpexra, MearaHa BpeMEHM A0 Tepariu CO-
craBwia 72,7 mec. B rpymme ¢ unciom teHeit meHee 30% Me-
JMaHa He JoCcTUrHyTa. HecoMHeHHO, 4TO HeoOXoauma 60J1b-
masi He3aBUCUMasl OlleHKa 4yucia TeHeil botkmHa — [ym-
rnpexra Kak IMporHocruyeckoro Mapkepa. Bapuant B-XJIJI
6e3 myrainuii IgVH He conpoBoxaaercst 3HaYUTeJIbHbIM pa3-
pYyILIEHUEM KJIETOK, BO3MOXHO, TTOTOMY, YTO KJIETKH 3TOTO
BapuaHTa 00JIaJaloT GOIBIINM npoaudepaTUBHLIM TOTEH-
LIMAJIOM U MEHEEe 3aBUCUMBbI OT MUKPOOKPYXKEHUSI.

Knonanvnas seonrouyus B-XJ1J1

C yBeqMyeHUEM Cpoka HaOIofAeHus 3a OOJIbHBIMU,
MmoJiy4aBIIMMHU (irymapabuHCOmepKalle Kypchl, OTMeUaeT-
cs1 Bce OOJTbIIEe PEIUANBOB U HEKOTOPBIC U3 HUX XapaKTepr-
3YIOTCSI UHBIM KauyeCTBOM U TPYAHO TOAJAIOTCS Teparuu.
BbkuBaeMocTh 00bHBIX, Y KOTOPBIX YAA€TCS MOJTYYUTh OT-
BET Ha TepallMu BTOPOW JWHUU, Tpuemiema. Hamportus,
y GOJTBHBIX ¢ PE3UCTEHTHOCTHIO K AJIKMIUPYIONTUM K TIpeTia-
pataMm M, B 0OCOOEHHOCTH, K (IymapabuHy MPOIOTKUTEIb-
HOCTh XW3HU COTIOCTaBMMa C BBIKMBAEMOCTBIO TTOXKMJIBIX
6oabHbIX ¢ peuuauBamMu OJIJI. O MexaHU3MaxX pe3UCTEHT-
HocTu kjetoK B-XJIJI no mocieaHero BpeMeHU ObLIO M3-
BecTHO MaJyio. CeromHsl B HallleM PacCITOpSIKEHUM MMEeeTCsT
yXe HECKOJbKO WMCCIeNOBAaHMI, TOCBSIIEHHBIX KJIOHAIb-
Hoit 3Bomonuu B-XJIJI Ha ¢oHe coBpeMeHHON Tepamnuw.
Ha xonpepeHnu Obuta mpeacraBieHa padoTa HEMELKOM
IPYINIIbI, TTOCBSIIIEHHAs! aHAIU3y LIMTOTEHETUYECKUX abep-
paumii B tuHamuke y 64 marueHtoB. CpelHUIT MHTEpPBa
MeXay aHanuzaMu coctaBus 42 mec (23—73 mec). 3a 3TOT
nepuon y 11 (17%) GonbHBIX HabIOmaIach KJIOHAIbHAS
sBosrons. Y 4 60JIBHBIX TOSIBUJIACH nejenust 17p, y 3 — nme-
neuust 6q21, y 2 — neneuust 11quy 1 — nynaukauus paii-
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oHa 8q24. HakoHell, y 3 maiiueHTOB UCXOJHO MOHOAJLJIE/b-
Has genenus 13q crana 6uamneabHoi. KitoHambHast 3BOJTIO-
LMst HAbJTI0AaIaCh UCKITIOYUTENIBHO Y OOTBHBIX C BAPUAHTOM
B-XJIJI 6e3 myranuii IgVu. Enie ogHo BaxkHOe HaOI0aeHUE
COCTOSLJIO B TOM, UTO Y BceX MalueHToB (n=10), MMeBIIMX
neyeuuio 17p UCXOQHO, B AMHAMMKE OTMevaslach 9KCITaH-
CUSl KJIETOK-HOCUTEIbHULL fejeunu 17p. UeTBepo G0IbHBIX
rostyyanu xjaopamOyuwi, 3 — duymapabus, 2 — FCu 1 —
puTykcumao.

CxopnHast paboTa Obl1a onyoaukoBaHa Shanafelt B JCO
B 2006 . ABTOPBI MCCIEIOBAIM LIMTOTCHETUUECKNE abeppa-
LMY, HaOTIoaBIINecs Y OOTBHBIX B I€0I0Te M HA MOMEHT pe-
uuavBa (MenvaHa BpeMEHM MeEXIy aHaiuzamu 7,8 roja
(1,9—11 net). KnonanbHast sBomonmst Habmonanach y 18
(11%) n3 159 GonbHBIX, IpUYEM B Tpyrire 6e3 MyTauuii gV
3HAYMTEIbHO Yalle. ¥ 007abHbIX 0e3 MyTauuit IgVu BbISIBIS-
auch nipeumyiectseHHo dell7p u delllq, B To Bpemst Kak
y 0osibHBIX ¢ MyTauusimu — dell3q. B coBokymHocTH 3TH
NaHHBIE TOBOPST O TOM, YTO COBPEMEHHas! Teparust aTKIN-
PYIOIIMMHU TIpeTiapataMy U aHaJIOTaMU ITyPUHOB MOXET ce-
JIEKTUpOBAaTh cyOKIoHHI ¢ dell7p u delllq. Hapymenus my-
T p53 MOryT OOBSICHITH pepakTepHOCTh PELUAMBOB 00-
JIe3HW Y MHOTUX OOJIbHBIX. B acrnekTe KMHETMKU OOHOBIIE-
HMS OTTYXOJIEBOTO KJIOHA BaXXHO, YTO BBICOKAsT SKCITPECCUST
CD38 natmonaercss npu BapuaHte B-XJIJI 0e3 myraumit
IgVH. Takum obGpazom, GoJiee yacToe MosiBIeHUE TOTTOTHU-
TEJIbHBIX XPOMOCOMHBIX HApYIIEHU Y OONbHBIX 6e3 MyTa-
LIMIA MOXKET OOBSICHSATLCS 00Jiee BHICOKOM CKOPOCTBIO OOHO-
BJIEHUSI OMYX0JIeBOTO KJIOHA. OIHAKO 3TO HE OOBSICHSIET CIie-
HMOUIHOCTL abeppallvii: IpU BapuaHTe 0e3 MyTaluii BO3-
HUKAIOT NpeuMylllecTBeHHO aesenuu 17p u 11q, Torna kak
MpY BapuaHTe ¢ MyTallusIMU — TipeumyIecTBeHHO dell3q.

Kak cBuaeTeabcTBYIOT 00€ paboThl, KIOHAJbHAs 9BO-
JIIOLMAST HAOJIIOMAaeTCsl OTHOCUTENBHO peako — vy 11 u 17%
OOJbHBIX. DTO SIBHO MEHbLIE MPOLEHTA OOJbHBIX C XUMUO-
PE3UCTeHTHBIMU penrauBamMu. OqHa U3 MPUIUH TOTO He-
COOTBETCTBUSI MOXKET 3aktovyaTbes B ToM, yTo FISH mo3so-
JISIeT YBUIETH JIUIIb CTPOTO OMpeNleIeHHbIE ITUTOTeHETHIe-
ckue HapymeHus. Kiaccnueckoe Kapuoiornieckoe nccie-
JIOBaHUE TMO3BOJISIET YBUAETh OOJbLIE, HO €ro MpUMEHEeHUe
orpaHu4uBaercst TeM, 4yto kjaetku B-XJIJI HeuacTo ymaercst
CTUMYJIMPOBATh MUTOT€HAMMU: MHUTO3bI BBISIBISIIOTCSI MEHEe
4YeM y TOJIOBUHBI OOJIBHBIX. B 3TOM cMbIcie nHTepecHa pa-
6ota C. Schoh u coaBT. U3 MioHxeHa. ABTOpaM yaajaoch
YIYUYIIUTh METOAUKY KYJbTUBHPOBaHUS KiaeTok B-XJIJI
1 100UTHCS BBISIBJICHUSI MUTO30B B 98,7% ciydaeB, 4ero pa-
Hee He yaaBajoch HUKOMY. B KauecTBe MUTOT€HOB UCMOJIb-
30Baii UMMYyHoOCTUMYIUpYomuit CpG-0IUTOHYKICOTU T
DSP30 u unrepiaeiikun-2. B padore ncciaenosano 446 ciy-
yaeB B-XJ1JI ¢ moMo1ipo MOAMGUIIMPOBAHHOM KapHUOJIOTH-
yeckoii Mmetonuku 1 FISH co ctanmapTHbIM HaGopoM Tpod
(xpomocoma 12, ATM, TP53, DS13S25 u DS13S319). C no-
MOLIBIO KapMOJIOrMYECKOT0 aHajlu3a LUTOreHEeTUYEeCKUe
abeppalny ObUTM BBISBICHBI Y 84% OOJBHBIX, B TO BpeMs
kak ¢ nomouisio FISH — Tompko y 80,2%. Monuduunpo-
BaHHBIN KapUOJIOTMUECKNII aHATN3 TTO3BOJUI BHISIBUTH 97
cOamaHcupoBaHHbIX 1 169 (!) HecOalaHCUPOBAHHBIX TPAHC-
JIOKAUMiA TpUOOpeTeHUEM WM yTPaTOii XpOMOCOMHOTIO Ma-
tepuasia. B 1970-x rogax Mittelman Ha3Baja XpOHUYECKUI
JTUM(ONIEIKO3 «30yIIKONH» Ha (hOHE APYTUX FreMaToJornye-
CKUX OTYXOJIeii, TToipa3yMeBasi, YTO CrelndIecKux Hapy-
IeHUI Tpu XpoHWYecKoM Jumdboneitkose Het. [lpumiio
BpeMsI, U «30JIyIlIKa» MpeBpaTUIach B HACTOSIIYIO IPUH-
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teccy! ¥V 28 60bHBIX ObLIN BbISIBICHBI COaTaHCUPOBAHHBIE
TpaHciokauuu paiioHa 13ql4. Drto HabmoneHUE CBUje-
TEJIBCTBYET O TOM, UTO MEXaHU3MBI yTpaThl paitoHa 13q14 He
eanHooOpa3Hbl. boiee Toro, oHo ompoBepraeT OOUH M3
KpaeyroJibHbIX KAMHEN Teopuu, MOCTYJIMPOBaBILIE MTPOUC-
xoxneHnre B-XJIJI n3 HauBHBIX KJIETOK, HE KOHTAaKTHUPOBAB-
mux ¢ aHTureHoM. CaMbIM 4acCTBIM BapMaHTOM XPOMOCOM-
HBIX HApYIICHU TTPU TMMOOMAX SBIISTIOTCST TPAHCIOKAIIAH.
[MapanoxcanbHo, HO TpaHcnokauuu npu XJIJI panee He BbI-
SIBJISLTUCH TIOYTH HUKorna. OTcyTcTBUE TPaHCIOKAIUIA, BO3-
HMKAIOIIUX BO BPEMsI COMaTUYECKOUN rhmepMyTalunu, oob-
SICHSUTOCh T€M, YTO OITyXoJieBasi TpaHC(HOpMaIus KICTKU-
npenumectseHHULbI B-XJIJI mpoucxonut no dbouiukymsp-
Holi ctanuu. OTCYyTCTBUE TPAHCIOKAINIA, BOZHUKAIOIINX BO
BpeMs VDJ-pekoMOMHaLIMK, OOBSCHSIOCH TEM, YTO Pa3BU-
THe TUM@OMBI N0 TaKOMY CLIEHapUI0 TpebyeT BTOPOTO CO-
ObITHSI, BO3HMKAIOIIETO MOc/ie KOHTaKTa ¢ aHTUreHom. Pa-
6ota C. Schoh roBopuT 0 TOM, 4TO TpPaHCJIOKALIMU B OITyXO-
seBbIX kieTkax B-XJIJI Ha camoMm Jesie BO3HMKAIOT OYeHb
yacto. Eie ogHo BaxkxHOe HaOI0eHEe B 3TOU paboTe co-
CTOUT B TOM, UTO Yy OOJNIBHBIX C JAeJielueil pS3 BBISBISLIOCH
3HAUYUTEIBbHO OOJIbIlIE XPOMOCOMHBIX HapyIIEHUi, uyem
y OOJIbHBIX 0€3 3TOM JAeCLIUH.

Tepanus peyudusoe B-XJIJI

KakoBbI cOBpeMeHHBIE TIOIXOBI K JIEYSHUIO0 OOJTbHBIX
¢ aenenueit 17p? Io-Bunumomy, He0OXOIUMO M30eraTh TEX
BapMaHTOB JIeUeHUsI, KOTOPbIe MOTYT CTUMYJIUPOBATh Ce-
JIEKLIMIO M 9KCHAHCHUIO pS3-HeraTuBHbBIX CyOKI0HOB. K Ta-
KUM BUJaM Tepanuu OTHOCSTCS 0OJydyeHHUe, UCIOIb30Ba-
HUE aJTKWIMPYIOIINX IPerapaToB, aHAJIOTOB ITyPUHOB M PU-
TykcuMaba. BecbMa BeposITHO, UTO GOJIbHBIE, KOTOPBIE OKa-
3ajuch pe3ucteHTHB K FCR, uMenn HapyieHus myta pS53.
B Taxux ciayvasix Hy>KHO BBIOMpATh Tepanuio, KOTopasi Aeii-
cTByeT HezaBucuMo oT nytd pS53. CerogHsi 3TO K3aMIlac
U BBICOKHME J03bl CTepounoB. B HacTosiiee Bpemsi MpoBo-
IIATCS HECKOJIBKO KIMHUYECKMX HCIBITAHWI, B KOTOPBIX
uzyyaercs 3G GEeKTUBHOCTb KIMIIaca B COYETAHUU CO CTEPO-
unamu uim 6e3 Hux. Ha koHdepeHuru ObLUIN 10JT0XKEHbBI pe-
3yJbTaThl 3aBEPIIEHHOTO AHTJIMUCKOTO WCCIeI0BAHUS
UKCLLO02, mocBsIIeHHOTO TMOAKOXHOMY BBEIECHUIO KIM-
rmaca y 00JIbHBIX C pepakTepHOCThIO K (hryaapaduny. Kom-
rac Ha3Hayvajau B CTaHOAPTHOM mo3e 30 MT TPUKIBI B Helle-
JII0 0 MAaKCUMAaJIbHOTO OTBeTa (10 24 Hell) B 3aBUCUMOCTU
OT pe3y/IbTaTOB WCCIIeNOBAaHUS KOCTHOTO MO3Ta, KOTOPOe
MPOBOAMIOCH Kaxabie 6 Mec. [Ipu OTCYTCTBMM OTBETa Ha
6-i1 Helese K Tepanuy 100aBIsuin GJyaapadrH epopasbHO
no 40 mr/m? B TeueHue 3 nHeit Kaxnbie 4 Hen. BkiaodyeHo 50
GOJBLHBIX, cpenHuit Bo3pacT 64 rona (41—79 ner). CpemnHsist
MPOAOJIKUTEIBHOCTh TEpAlMU K3MMIacoM cocTtaBwia 18,8
Hen (1,6—24 nen). Ha MoHOTEpanmuu KaMITacoM IIOJIy4EHO 5
ITP 6e3 MOB, 2 ITP ¢ MOB, 15 yactuunsix pemuccuii (YP).
VY 25 60sbHBIX MOHOTepanus Oblia HeahheKTUBHA, 2 yMep-
JIK BO BpeMms JieueHust. daynapabuH ObLI 100aBJIeH K Tepa-
muu y 17 manuenTtoB (6 B UP u 11 Ge3 oTBeTa) M yaydIImia
OTBET Y TPOMX: IBOE TTAIIMEHTOB C pePaKTEePHOCTHIO K KIM-
nacy gocturiau YP, 1 mauuent — I1P. Ha ¢pone Tepanuu ObI-
JIO 3aperucTpupoBaHo 18 smnusomoB peakTuBanuum CMV-
MHGEKLINU, HO BCE OHU YCIMELIHO M3JIeYEeHbl C MOMOIIbIO
MMPOTUBOBUPYCHOU Teparnuu. MearuaHa o011ei BbIXKMBAeMO-
CTU y JNOCTUTIIMX PEMMCCUM OOJIbHBIX cOcTaBuia 25 Mec,
y pedpakTrepHbix 00JbHBIX — 13 Mec. [1o 3akimoueHno aB-
TOPOB, TIOJIKOXHAsI JIeKapcTBeHHasl hopma TepeHoCuIach
CYILIECTBEHHO JIy4llle BHYTPUBEHHOM.

UccnenoBatenun n3 MD Anderson Cancer Center
TPEICTaBWIN TaHHBIE O IEPEHOCUMOCTU 1 3(PHEKTUBHOCTU
pexxuma CFAR, Bkioyaromiero Bce HamboJiee aKTUBHBIC
npu B-XJIJI npenapatsl. Cxema: nukiaodocdan 250 mr/m?
¢ 3-ro no 5-i aeHb, paynapabuH 25 mr/m? ¢ 3-ro no 5-i
neHb, kamnac 30 Mr B 1, 3 u 5-if gHU U puTyKcumao 375—
500 mr/™M? Bo 2-if neHb. B kadecTBe mpemMeanKaiuy mepen
MOHOKJIOHAJIbHBIMU aHTUTEIaMU B 1-if IeHb Ha3HAYaIN Me-
TUINPEeIHU30JI0H (125 Mr), Ha 2, 3 U 5-if THU — THUAPOKOP-
TU30H B 103¢ 50 Mr. Kypchl moBTOPSIIMCH KaxXnple 28 THE.
B kavecTBe COMPOBONMTENbHON Tepamuu MCIOIb30BaIN
OoucenTos 2—3 pasza B HEIENI0 W BaJALMKIOBUD WJIM Basl-
TaHIIUKJIOBUP Ha BeChb MEPUON JICUCHUS U B TeUeHNEe 2 MecC
TocJjie ero OoKoH4YaHus. B uccienoBanue BkioueHsl 79 ma-
LIMEHTOB, U3 KOTOpbIX 74 3aBepurwiu Tepanuio. CpenHuii
Bo3pacT 601bHBIX 58 seT (39—79 net). bonbIMHCTBO 6OJIb-
HbIX OBUTH TSIXKEJIO MpeasiedeHbl (CpeiHee YMCI0 BapUaHTOB
Tepanuu B aHaMHe3e — 3, pa3opoc oT 1 10 14). 43 GobHBIX
panee nonydanu FCR u 10 — FC. Boiio noyuero 18 (24%)
[P, 2 vomynsapueix YP u 28 YP. O6mumii oTBeT cocTaBUI
65%. 22 nauueHTa 6bUTM pedpakTepHBI K TEpauu. Dpaau-
kauuss MOIO, oueHuBaemass ¢ MOMOUIbIO JIBYXLBETHOM
MPOTOYHOM IUTOMPIIOOPUMETPUH, OblIa JocTUrHYTa y 100%
6osibHBbIX B [1P, y 1 GosibHOTO U3 ABYX ¢ HomyiasipHoil UP
ny 50% 6ombHBIX ¢ UP. M3 32 601bHBIX ¢ pedpakTepHOCTHIO
K aynapabuny 13% nocturiu I[P u 30% YP. 16 GoabHbIX
umMenu aeneunio 17p; y 44% wu3 HuX ObLI ITOJIyYeH OTBET Ha
nedyeHue. B rpynme OojbHBIX, paHee mnosydaBiiux FCR
(n=43), 3apeructpupoBaro 19% I1P u 37% YP, B rpymie
FC — 10 1 60 cooTBETCTBEHHO.

BoabIIMHCTBO OOJILHBIX TOJYyYWIn Oojiee 3 1LUKIOB
(1—6), XOTs1 Teparnuio 4acTo MPUBOAUIOCH MPEPhIBATh N3-3a
Mueocymnpeccuu. Bee 6 UKIOB ymanochk mpoBectu y 23%
oonbHbIX. Heittponienus 111 u IV ctenenun HaGmoganach Ha
20 u 39% UMKIOB COOTBETCTBEHHO, TpoMbouuToneHus 111
u IV crenenn — B 17 1 15%. CMV-undexuus, morpeboBaB-
1ast Tepanuu, pa3Buiach y 12 60JbHBIX. ABTOPBI OTMETUIIN,
yTo CKpuHUHT Ha CMYV, IpoBOAMBIINIICS Tepel KaXIbIM
KYPCOM, He TIOMOT BBISIBUTH MAIIMEHTOB C BBICOKUM PUCKOM
U TpeaynpenuTb KIMHUYECKU sIBHYIO MHbekuuo. Takum
o0pa3oM, cyas Io MmpeacTaBleHHbIM JaHHbIM, Kypc CFAR
MEePEHOCUTCST JOBOJBHO Tsikesio. OMHAKO 3TOT PEeXKUM MO-
JKeT TIPUMEHSIThCSI Y OOJBbHBIX, KOTOPBIE paHee IMOTydyain
FCR, B 4eM 1 COCTOUT OCHOBHO! BBIBOJl aBTOPOB.

Ipynma J. Byrd nccnenoBana pexxum FCR mumioc mio-
mMuiukcuMabo. JliomuiukcuMadb — HOpUMaTU3MPOBAHHOE
MOHOKJIOHaJIbHOEe aHTuTteso npotuB CD23. JlioMulnukcu-
Mab BBOIMJIM B MIEPBbIii JeHb Kaxaoro nukiaa FCR. 3 6oab-
HBIX MTOJIYYMJIHU ero B 103e 375 mr/m?, 28 — B no3e 500 mr/m2
BonbHble paHee momydwnu B cpeqHeM 2 BapuaHTa (1—9).
Heiitponienusi, B TOM 4uciie OCIOXHEHHAasl JTUXOPaIKOil,
HabJt01a1ach Y MOJOBUHBI OOTbHBIX. 2/3 OOIbHBIX MOJYYH-
i 6osiee 3 UKIOB xuMuoTepanuu. OOIIMii OTBET Ha Tepa-
o coctaBwit 70%. 48% 6onbHbIX focturau I1P, 10% — YP
u 13% — HenoaTBepxKaeHHBIX YP.

Eiie onHa komOuHalIMs, ocCHOBaHHasl Ha (Jynapadu-
He 1 putykcuMabe, — Kypc OFAR: okcanuratus 25 mr/m?
¢ 1-ro o 4-it neHsb, haynapadbux 30 mr/m> Ha 2-it v 3-ii 1HU,
uuTapadbuH 1 r/m? Ha 2-ii 1 3-ii AHU, puTyKCcuMao 375 mr/m?
Ha 3-i1 neHpb, nerduirpactum 6 Mr Ha 6-ii 1eHb. Kypchr mo-
BTOPSIIA Kaxble 28 gHeil. DTOT pexkuM MPOBOIUIICS TOJIb-
KO Y OOJIbHBIX C cUHIpoMoM PuxTepa u maiueHToB ¢ ped-
pakTepHOCThIO K (aynapaOuHy. AHalIu3y OOCTYyNHBI 37



O0osibHbIX. I3 HUX 14 umenu cuHapom Puxtepa u 23 Obuin
pedpakTepHbl K haynapadbuHy. Y mojoBUHbI OOJbHBIX yaa-
JIOCh TIPOBECTU 2 M MEHee KypcoB Tepamuu. TpaHcdy3uu
SPUTPOLIMTOB K TPOMOOLIMTOB ITOTPEOOBAIUCh Ha 56 1 61%
LIMKJIOB COOTBETCTBEHHO. ¥ 14 GOJBHBIX C CUHAPOMOM Pux-
Tepa 6b110 TTosrydeHo 3 TP u 4 YP (o6muii otBet 58%). Y 23
00JIbHBIX C pedpaKTEPHOCTHIO K (hynapabuHy MOJydeHbl
1 HopynspHas YP u 5 YP.

Tepanus nepeoii aunuu B-XJ1J1

Ha xoHdepeHLIMM ObUIM MpeacTaBIeHbI ABe padOThI,
JOTIOJTHSIIOLME PEe3YyIbTaThl paHee OMyOJMKOBAHHOTO HC-
cnenoBanuss UK LRF CLL4. Tlporokon UK LRF CLL4
ObL1 OTKPBIT B heBpasie 1999 1. u 3aBepiueH B Hosi6pe 2004 .
B sTom ucciemoBaHuM GOJBHBIE PAHIOMU3UPOBAINCH Ha
TPU TPYMIBI: MOHOTEPAIUIO XJIOPAMOYIIWIOM, MOHOTepa-
nuio GuyrapabuHOM U KOMOMHUPOBAHHYIO TepaInuio LMK-
nodochanom u daynapabunom (FC). UccraenoaHue, B KO-
TOpoe OBbLIM BKJIIOYEHBI 777 OOJBHBIX, IOKa3aJlo 3HAYU-
TeJIbHOE MpeBOCXoACTBO Kypca FC Han apyrumu BapuaHTa-
MU Tepanuu (CM. PUCYHOK).

OpHako He ObUIO TOJYYeHO pa3fiuiuil B 00IIeil BbI-
xuBaemocTtu. OnHa u3 nyoaukauuii Ha KoHdepenun ASH
(2006) mocssilieHa aHAIU3y MPUYUH OTCYTCTBUSI pa3Idduii
B 00IIell BEDKMBAGMOCTH. ABTOPBI CBSI3BIBAIOT 3TO C TEM,
YTO GOJIBITMHCTBO MAIMEHTOB B PEIIUANBE MOJTyJIanu iy-
napabuHconepxaiie Kypebl Tepanuu. Haznauenue tepa-
nuu 2-i auHuu rnorpedosBantoch 180 GombHBIM: 125 (68%)
nocie xjaopamOyuwia, 44 (26%) nocne duaynapabuna, 11
(6%) nocne FC. 70% 6GoabHBIX B BETKE XJIopamMOyIuia B Ka-
YyecTBe Tepanuu 2-ii tuHum noiaydanu FC +/- putykcumao.
N3 Hux o6uuit otBeT coctaBui 74%, npudeM 13% GOTbHBIX
nocturiu [1P. Otu pe3ynbrarsl nmpeB3onuin 3pheKTUBHOCTD
xjaopaMOytiviia B miepBoit iuHuu. OOLIUii OTBET B TPYIIMeE,
MOJIy4yaBIleil UCXOMHO XopaMOyLmi, coctaBui 68%, I[P —
8%. YcneniHasi IPOTUBOPELIMIMBHASL Tepanust Y OOJbIIMH-
cTBa OOJIBHBIX, MOJYYABIINX XJIOPAMOYIIVII, OOBSICHSIET OT-
CYTCTBUE Pa3IUIMil B 00IIel BEDKMBAEMOCTH.

Bropas mybnukanusi mocBsiieHa OnpeieeHUI0 YyB-
CTBUTETHHOCTH K TpernapaTtaM. Pe3yabraTel TOBOpPST O TOM,
YTO OMpe/esieHNe YyBCTBUTEIbHOCTH K (uiynapabuHy u 1u-
kiodocdaHy 10 Tepanuy MOXET C BBICOKOI 10Jeii BeposIT-
HOCTH TIpeCcKa3bIBaTh ycIrex 3Toi Tepanuu. OTBET Ha Jede-
Hue ObLT ostydeH y 90% GoJIbHBIX, Y KOTOPBIX Ha0JI01a1ach
YYBCTBUTEJLHOCTH K XUMUOTIpeTniapaTam in vitro. Hamporus,
y OOJIBHBIX C PE3UCTEHTHOCTHIO K XU-
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HoTepanus (aynapabuHOM, Jaxe B PeIylIMPOBAHHBIX JIO-
3aX, MOXET MTPUMEHSITBCS Y TTOXKUIBIX OOJIBHBIX ¢ HeOIaro-
MOJYYHBIM COMATUYECKUM CTAaTyCOM, M B TaKOW CUTyalluu
OHa He UMEET CYIIECTBEHHBIX MTPEUMYIIECTB Mepe XJIopaM-
oyuwioMm. C apyroit cTopoHbl, diaynapaduH 3¢pdekTuBeH
y OOJIbHBIX C pedpaKTepHOCTbIO K xjopamMOyuuiy. [Toxu-
JIBIM OOJTbHBIM, Y KOTOPBIX OITyXOJIb TIepecTaeT KOHTPOJIU-
pOBaThCsT XJIOPaMOYLIMIIOM, MOXKHO TIpeajiaraTb MOHOTEepa-
o GayrapadbruHOM.

OIHUM U3 OXMAAeMbIX COOBLITMII Ha KOH(pepeHLUU
ASH 2006 r. cTayma mydankanus pe3yJabTaToB UCCIeI0BaHUs
CAM307, B KOTOPOM CpaBHUBAIUCH 9 GHEKTUBHOCTD U 6€3-
OTIAaCHOCTH MOHOKJIOHAJILHOTO aHTUTEJIa KIMIIaca U XJopam-
Oyuwmia y nepBu4yHbIX 00JbHBIX ¢ B-XJIJI. Baxneiias 3a-
naya ucciaenoBanuss CAM 307 cocTosiia B yCTaHOBICHUM
XapakTepa TOKCMYHOCTM MOHOTEparnuu K3MMAcoM y Mep-
BUYHBIX 001bHBIX. Eciu mpuMeHeHue 60j1ee TOKCUYHBIX Ba-
PUAHTOB JIEYSHHUsI ONPaBAaHO B CUTYAllUM PEIIMANBA, TO UC-
MOJTh30BaHUE WX B TePaUU TEePBOil JIMHUU OJKHO OBITh
XKECTKO 000CHOBaHO. DTO OOBSICHSICT AM3aifH McCleaoBa-
Hus. B kauyecTBe cpaBHEeHMSI BbIOpaH XJIOpamMOYLIMI Kak
HauMeHee TOKCMYHBIH M J0 CHUX MOp Haumboyiee 4acTo UC-
MOJIb3YeMBbII TIpernapaT y NepBUYHBIX OosbHBIX B-XJLJI.
K»sMmac BBogwin BHyTprUBeHHO B 103e 30 Mr/M* 3 pa3a B He-
neJito B TeyeHue 10 12 Hen. XiaopaMOyLMI Ha3Havya u repo-
panbHO B mo3e 40 mMr/M? BHYTPh Cpa3y BCiO 03y, pa3 B 28
nHeit, Bcero 12 mukinoB. B mccienmoBaHue BKITIOUYEHBI 297
00abHBIX B 44 nieHTpax u3 13 crpan (CHIA u eBpomnelickue
cTpaHbl), 213 MyXXUKH U 84 KEHIIMHbBI, cpeaHUiT Bo3pacT 60
net (35—86 ner). Kammac moayuyuiau 149 60bHBIX, XJI0paM-
Oyuwin — 148 GosibHBIX. Y OOJBHBIX, MOTYYaBIIUX KIMIIAC,
yactora [1P okazanacek B 12 pa3 BbIllle, YeM Y MOTYYaBIINX
ximopamOyumi (24,2 npotus 2%; p<0,0001). OGiuMii OTBET
B IpyIIIe Kammaca coctaBui 83,2%, B rpyiiie XJopaMOyLu-
na — 56,1% (p<0,0001). OcoGeHHO MHTEPECEeH aHAIU3 OT-
BeTa Ha Tepaluio B 3aBUCHMMOCTH OT IIMTOTCHETUYECKUX
abeppauuii. Y 00JbHBIX C BBICOKMM pUCKOM (aeneuus 17p)
Ha XJopaMOyLMiIe He yaajloch MoJaydyuTh HU onHo 1P, a Ha
kammnace — 27%. OOuIMii OTBET HA KAMIAC B TOATPYIIINE
00JIbHBIX ¢ Aeenneii 17p 0611 B 3 pa3a Bbile (64%), yeMm Ha
xnopambyrmiie (20%). Ha xoHbepeHLMU ObLIA BIIEpBbIE
TPEICTaBIeHbI JaHHbBIC TI0 BBDKMBAGMOCTH. Teparusi KoM-
IacoM TI03BOJIWJIa 3HAYUTETHHO YBEJIUYUTH Oecrporpec-
CHBHYIO BBIKMBaeMOCTb. OCOOCHHO 3HAUMMBIE pPa3IUYUs

MuonpenaparaM in Vitro OTBET ObLI 100
mojsydeH Tojabko B 30% ciydaes.
AHanu3 Ha YYBCTBMTEJIBHOCTb K XU-
MUOTIpernaparam in vitro MOXeT CTaTh
BaXXHBIM JTOTIOTHEHUEM K 00CIenoBa-
Huto 6osbHbIX B-XJIJI B Oyayiem.
PesynbraTel aTOrO MCCienoBa-
HMSI, a TAKXKE paHee OMyOJIMKOBAaHHO-
ro uccinenopanuss CLL4 Hewmelkoit
TPYIITIBI, TTO-BUAUMOMY, OKOHYATEIb-
HO 00OCHOBBIBalOT npuMeHeHne FC
B Teparnuu MepBoil TUHUY y OOIbIINH-
ctBa OonbHbIx B-XJIJI 6e3 Hebnaro- 0
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MPUSTHBIX LIMTOTEHETUYECKUX abep-
pauuit. OHU TakxXe MOKa3bIBaIOT, UTO

Tonsr

y MOHOTepanuu (ayrapabMHOM B CO-
BpeMeHHoI TakTuke BeaeHus B-XJ1JI
MPaKTUUECKU HEe OCTaIoCh MecTa. Mo-

Ilpomokoa UK LRF CLL4: 6ecnpoepeccugnas 8viicueaemocms.
1 — xnopambyyun (n=387), 2 — aydapabun (n=194), 3 — FC (n=196)
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ObUIM MOJIyYeHbl B MOArPYNIax O0JbHbBIX C HEOJIArOMpPUsIT-
HBIMU IIUTOT€HETUYECKMMU abepparusmu. Tak, MeauaHa
OeCIpOrpecCUBHOI BBIKMBAEMOCTH Yy OOJBHBIX C deelneit
17p, moayyaBIIMX KamMmac, coctaBuia 10,7 mec, a y moisy-
YyaBIIUX XJ0paMOyuma — 2,2 Mec. Y OOJIbHBIX C TPUCOMUEN
12 meauanbl cocraBwin 18,3 mec (kammnac) u 12,9 mec (xj10-
pam6ytmn). Tokcuueckue ocnoxuenus I11/1V crenenn Ha-
omopanuch y 41,5% OGONbHBIX, IOJy4aBIIMX KIMIIAC,
uy 21,1% nony4yaBIIuX XJI0paMOYLIMII, IIPUYEM PasIudus
00YCJIOBJICHBI MMPEUMYILECTBEHHO HEMOCPEACTBEHHBIMM pe-
aKIMSIMU Ha BBeJAeHUE KaMmaca (Jiuxopajaka, 03HOO, TOIlI-
HOTa, PBOTA W TUITOTeH3MsT). YTO KacaeTcs APYruX BUIOB
TOKCUYHOCTH, TO TOCTOBEPHBIE Pa3IMUUsI TIOJYISHBI 11O Ya-
CTOTE HeTporeHnn n nHPpeKunit, ocooeHHo CMYV.

Kak MOXHO MHTepIIpeTUPOBATh PE3yJIbTaThl 3TOTO UC-
cnenoBanusi? Mccaenosane CAM 307 nokasbiBaer, 4To
K3MIIaC HE3HAYMTEIbHO MPEBOCXOIUT XJIOPAMOYLIMJ O TOK-
cIHOCTH. JI0 CHX TIOp XJIOpaMOYIIWJI CYMTACTCSI HAMMEHEee
TOKCUYHBIM BUioM JjieueHust B-XJIJI, mpuyeM uMeHHO Tpo-
GUIb TOKCMYHOCTU XJIOpaMOyIMIa CIYXKUT WCXOTHBIM
YPOBHEM, C KOTOPBIM CPaBHUBAIOTCS APYTUE BUIbI JICYCHMSI.
OcHoBHbIe paziauuus Kacaiorcss CMV-uHdekuum u peak-
LMt Ha BBeleHMe. Teparust KaMmacoM TpedyeT peryasspHoro
onpeneneHus peaktuBauuu CMV. Peakuuii Ha BBeaeHUE,
BO3MOXHO, yAacTcs n30exarth 6arogapsi MoJKoXXHOMY BBe-
JIEHUIO KaMI1aca. [oBOpst 0 BO3MOXHOCTH TPUMEHEHUS KM -
rmaca B Tepanuu repBoii tuaun B-XJ1J1, cnemnyeT yunuTsiBaTh,
YTO y OOJBIIMHCTBA OOJBHBIX MOXHO MOJYYHUTb XOPOIIMI
a¢hdeKT Ha Tepanuu aIKWIMPYIOUIMMU TpernapaTaMu Wiu
pnymapadbuHom. Tem He MeHee okono 20% mepBUYHBIX
GOJILHBIX MMEIOT KpaifHe HebiaronpusTHBIN mporHo3. Ce-
TOIHS Mbl HAyUYWJIUCh BBISIBJIATH 3Ty MPOTHOCTUYECKU HE-
0JIAaTOTIPUATHYIO TPYIITY OOJBHBIX C TTIOMOIIIBIO IIMTOTCHETH -
yeckoro aHanusa. Hanuuue B nedrore B-XJIJI nnm B nuHa-
MUKe HapylIeHUI myTu pS3 ¢ BBICOKON q0Jieid BEPOSITHOCTU
TOBOPUT O PE3UCTEHTHOCTHU K TIpernapaTaM, KOTOpPhIe TTOBpe-
xnaot JHK u Hapyiiatot ee penapauuio (T.e. K ¢paynapadu-
HY U HukiIodocdany). ¥ aTUX MalMEHTOB JOTUYHO MpUMe-
HATB JIeUeHUEe, KOTOPOE JCICTBYET He3aBUCUMO OT MHAKTH-
Bauuu nytu p53. Uccaenoanue CAM 307 nmokasbIBaeT, 4TO
xjopaMOyLus 3¢p¢GeKTUBeH y OoJiblleil yacTu OOJIbHBIX
C HOPMaJIbHBIM KapMOTHIIOM M TPUCOMMEN 12, B TO BpeMs
Kak y OosibHbIX ¢ aeneuueit 17p u 11q ero acbekTUBHOCTD
HeBeMKa. VIMEHHO B 3TOM KaTeTOpUHM MAllMeHTOB KAMIIAc
oKaszaJicsl 3HaUYUTEIbHO (P (PeKTBHEE XJI0paMOyIuia, o3~
TOMY ISl TAKMX TTAIIMEHTOB KOMITaC MOXET M JOJKEH CTaTh
ONTHUMAaJIbHBIM TeparieBTUYECKUM BbIOOPOM.

HTak, BBIOOp Tepanmy CETOMHS 3aBUCUT OT IPOTHO-
CTUYeCKNX (HaKTOPOB, BO3pacTa U COMATUIECKOTO CTaTyca
O00JIBHBIX. BceM GONIBHBIM, Y KOTOPBIX MMEIOTCS TTOKa3aHUS
K Tepanuu, He0OXOAUMO MPOBOIUTH MEPBUYHBII CKPUHUHT
Ha aeneuuio 17p. bonbHble ¢ nenenueit 17p TOJKHBI MOJTY-
YyaTh Tepanuio KIMIAcoM B MEPBOM JIUHUU. ¥ OTHOCUTEIb-
HO MOJIOJBIX TTAIIMEHTOB C OJArONMPUSTHBIM COMAaTHYECKUM
CTaTycoOM J0Ka3aTesibHbIM BbIOOpOM siBiisieTcsd pexum FC.
[MpenBapuTenbHbIe JaHHBIE TOBOPST O O0JIee BBICOKOM (-
(exTuBHoCcTH Kypca FCR, HO moka HeT pe3yJIbTaTOB paH/I0-
MU3UPOBAHHBIX HccaenoBaHuil. [loXuable MalMeHTHI
C MHOECTBOM COINYTCTBYIOIIMX 3a00J€BaHUI MOTYT IOJTY-
YaTh MOHOTEPAMNUIO XJIOPaMOYILIUIOM WU (ynapabuHOM.

Tepanus penuanMBa 3aBUCUT OT CPOKaA €ro HACTYILIe-
HUS W KIMHWYECKUX TposBiaeHuii. [Iporpeccuio Ha doHe
JIeYeHUs UM paHHUI pEelIMANB, BOSHUKIIUI B TeUeHUE TO-

Jla Tocjie OKOHYaHWsl Tepanuu, ClelyeT TPaKTOBaTh Kak
TEPBUYHYIO PE3UCTEHTHOCTh. B TaKMX cirydasix ClaeayeT Bbl-
OupaTh KdOMIIAC WJIM KIMIACCOAEepXKallue pPeXUMBI.
[lpu no3mHem peluauBe, MO-BUAUMOMY, BO3MOXHO TO-
BTOpHOE TMpoBeneHue diaynapabuHcoaepX)KaluXx KypcoB
B COYETAHUU C MOHOKJIOHAJbHBIMU aHTUTEIAMU (PEXKUMBI
FCR, FC-Cam) wiu mutokcantpoHom (FCM). He norepsi-
JIA CBOETO 3HAYEHUS B KQUeCTBE TepaIrvy PEIUINBOB KypChl
CVP u CHOP. TakTuka BefgeHusi cuHapoma Puxrepa He pas-
paboraHa. B Tepanmuu 3TOro OcCia0XHEHUSI MOTYT IpUMe-
HSITBCS PEXMMBbI BTOPOIl JMHUU arpecCUBHBIX JUMGbOM
(DHAP, ESHAP wu np.). [lpumeHeHue mis Tepanuu CUH-
npoma Puxrepa rakux kypcos, Kak OFAR, CFAR u FAND-
Cam, sIBNsIeTcsI TT0Ka SKCIIePUMEHTATbHBIM TTOAXOIO0M.

CoBpeMeHHble acneKTbl NaTobuonorum, NPorHo3a

W nevexus nepudhepuyecknx T/NK-KneTouHbix numdiom

IToarorosaeno  B.A. lopounnbiv  (IIKB ~ Ne2
um. H.A. Cemamko OAO «PXK]I»)

T/NK-xierounbie TUMOOMBI SIBISIOTCS CPAaBHUTEIb-
HO PeIKUMU OIyXOJISIMU U COCTaBJIsI0T okosio 10% Bcex He-
XOIKKUHCKUX JUMpoM. T-KjaeroyHble JUMMOMBI MMEIOT
MMMYHOGhEHOTHUIT MOCTTUMUYECKUX JTUM@OIMTOB U Ha OC-
HOBaHUU CTPYKTYpPHbI T-KJIETOYHOIO pelienTopa noapasaesi-
10TCS Ha JIUM(OOMBI, UMEIOLKUE TPOUCXOXICHUE U3 aff WIK
vd T-nmumpornmtos. yd T-wimetku Hapsmy ¢ NK-kmerkamu
BXOISIT B COCTaB KJIETOK, O0ECMEeUMBAIOIINX BPOXKIECHHBIM
MMMYHUTET, U UX GYHKLIMS HEe 3aBUCUT OT MpeIBapUTEIbHON
AHTUTEHHOUN CTUMYJISILUU. YO T-KJIETKU COCTaBISIIOT MEHee
5% HopMasbHBIX T-TUM@OLIMTOB U UMEIOT B OPTaHU3ME Xa-
paKkTepHOe pacrpelnejieHre, OrpaHUYeHHOEe B OCHOBHOM
KpPacHOU TYJBIION CceJie3eHKN, JMUTEINeM KUIIeUHUKa
U IpYyTUMU STUTEeNUaTIbHbBIMU 30HaMu. IMeHHO 2Tu aHaTo-
MUYECKHME PETUOHBI Yallle BCcero nopaxaiorcs npu yd T-kie-
TOYHBIX TUMboMax. B mocienHee BpeMsi akTUBHO M3y4aroT-
Cs IIUTOJUTUYECKUE MOJIEKYJIBI U WX CBSI3b C KJIETOUYHBIM
TpoucxoxaeHueM u GyHKimeir. [paH3UMBI SIBISIOTCS OC-
HOBHBIMHU (hepMeHTaMU [IUTOTOKcuecKux rpanyin T- u NK-
KJIETOK, BBI3BIBAIOIIMMU Mepdopannio MeMOpaHbl KJIETOK-
MUILIEHEW M KJIETOUHYIo rubenb. K HacTosiemMy MOMEHTY
W3BECTHO 5 TPaH3MMOB, KOTOPbIE CXOXHU MO CTPYKTYpE,
HO pa3juyaroTcs Mo cyocTpaTHOU cneunubUYHOCTU U XPO-
MOCOMHOW JIOKQJIN3aIINY KOTUPYIOIINX UX TeHOB. [paH3uM-
M sBrsieTcst HOBBIM OeskoM aToro ceMelictBa. [1penmomnara-
€TCSI, YTO OH MTPaeT KIIYEBYIO PoJib B 3(heKTOpHOI haze
BPOXJIEHHOTO UMMYHHOTO0 oTBeTa. Ero axcnpeccust orpaHu-
yeHa tonbko NK-kiaerkamu, CD3+CD56+ T-kierkamu
u yd T-xkinerkamu. B apyrux nonyiasiiusx HIUTOTOKCUYECKUX
T-numdouutoB 310oT DepMEeHT OTCYTCTBYeT. Takum oOpa-
30M, OH MOXET CIIy>KUTh MapKepoM JTUMOOLNTOB, obecrie-
YUBAIOIIMX BPOXKIEHHBII MMMYHHBIN oTBeT. KiieTku Bpox-
JNEHHOTO MMMYHUTETa UIPaloT OCHOBHYIO POJib B TMEPBOIA,
0oJiee MPUMUTUBHOM JIMHUY 3aLIUTHI OpraHu3ma. Mx akTus-
HOCTb MPOSIBJISIETCS B OCHOBHOM B CJIM3MCTBIX 000JIOYKaX
u xoxe. Muorue T/NK-kinerounsie TuM(poMBbl BCTpedaroT-
Cs1 B OCHOBHOM Y JieTelt ¥ B MOJIonoM Bo3pacte. K HuM oTHO-
carcst NK-kiaeTouHbli Jieiiko3, ¢hyabMruHaHTHOE T-KieTou-
Hoe numdonpoaudepaTuBHOE 3a00JeBaHUE, ACCOLUUPO-
BaHHOe ¢ BupycoM DmureiiHa — bapp, y0 T-kieTouHble
JIMMGbOMBI, TTOPaXKaIOIINe XKeJTyT0IHO-KUIIIEUHBIN TPaKT.

[Monynsitug T-KJI€TOK, y4acTBYIOIIUX B TPUOOPETEH-
HOM MMMYHHOM OTBeTe, B (DYHKIIMOHATbHOM OTHOIIEHUWN
OoJiee TeTeporeHHa M BKJIIOYAeT B ceOsl HauBHBIE, 2 deK-



TOpHBIE (PETYISATOPHBIE W IIUTOTOKCUYECKUE) JTUMGBOIIATH
u T-mumdorute namsatu. C HeJaBHETO BpeMEHU MOIPOOHO
oxapakTepu3oBaHa HoBas cybmomynsuusi T-numdbornu-
ToB — T-xenmepnl ¢ommukynsipHoro mneHrpa (Tru). OHuU
MMEIOT YHUKaNIbHBIM (EHOTUI, DKCIPECCUPYsT Hapsiay
¢ T-xierounbiMu antureHamu (CD4, CDS57) mapkepsl, xa-
pakTepHble 111 B-TuMbonTOB repMrHAIBHOTO LIEHTpa —
BCL6 u CDI10. Ux Guosornuyeckasi pojib 3aKJIHOUYaeTCs
B BbIpaboTke xeMoknHOB (CXCRS5 u CXCR13), unnynupy-
foux nponudepaiuio GOTUKYISIPHBIX TEHIAPUTUUYECKUX
KJETOK M Murpauuio B-nmumdbounutroB B nuMbaTudecKuii
y3ein (E.S. Jaffe).

Ha konrpecce ASH ObL1 nipeacTaBieH COBpeMEHHbIMN
aHaJIM3 HEKOTOPBIX Ho3oornueckux ¢opm T/NK-kietou-
HBIX OITYXOJICH.

Aneuoummynoonracmuas T-knemounas aumgpoma (AHIT)

Yaie BcTpeyaeTcsl B MOXMIOM Bo3pacte. OCHOBHbIE
KJIMHUYECKUE TIPOSIBJICHUsI 3a00JIeBaHUSI — TeHepaIn30-
BaHHas JuMbaaeHOTaTHs, TermaToCTUIEeHOMeTaIusl, Topa-
KeHue Koxu, B-cummntomsl. OmryxosieBbie T-KJIeTKM UMEIOT
dbenotun Tru-mumdbonuroB. HenaBHo AByMST HE3aBUCUMBI-
MU UCCJIEA0BATEIbCKUMU TPYNIIaMU ObLIa BbISIBIIEHA BBICO-
kas skcnpeccuss CXCR13 npu aTom 3ab6oieBaHuu. buoso-
rudeckast GyHKIIUST 9TOTO XeMOKUHA IMO3BOJISIET OOBSICHUTh
nponudepannio B-mmmbonunToB, KoTopast SBIsIeTCs Xapak-
TepHoit ocobeHHocThio AUJIT. B pamkax mexxayHapoaHOTO
MpoekTa 1O  U3yuyeHU0 T-KIEeTOYHBIX JUMGOM
(International T-cell Lymphoma Project) npoanainsupoBa-
Ho 1159 cnayuyaeB T/NK-KieTouHbIX omyxosei, McKIouas
rpuOOBUAHBIN MUKO3 U cuHApoM Ce3apu, u3 21 neHtpa B 13
crpaHax CeBepHoil AMepuku, EBponbl u Asuu. Ipynnoit
aBTopoB (T. Ruediger, B. Coiffier, D.D. Weisenburger,
M. Federico) 6bu10 mokazano, yto AWJIT cocrasister 21%
Bcex nepudepuyeckux T-xmerounsix aumbom (ITTKIT).
[pu ananu3ze 243 caydaeBy 76% GOJIbHBIX HA MOMEHT JIMar-
HOCTHMKHW HaOJIomanach reHepaau3oBaHHas JUMbaaeHoa-
tusi. UHTEepecHbIM hakToM OBUTO HAJIMUKME Y TPeX IMalreH-
TOB TOJIBKO 2KCTpaHOMAIbHOTO TopaxkeHwus. CamMbIM yac-
TBIM KOXHBIM TIPOSIBIIEHUEM 3a00JIeBaHUS SBISLIACH DPUT-
ponepmust (21%). Temonuruyeckass aHeMust HaGOIaIaCh
B 13% cinyyaeB. 50% GOJIbBHBIX MMEIU AUCIPOTEMHEMHUIO,
npuyeM y 8% ObUTa BBISIBIIeHa MOHOKJIOHATbHAST CEKPEIIHsT
raparnpotrenHa. AHeMUs, TUTIepTaMMarjiooyJIMHeMUs U T10-
BBILIEHHBIN ypoBeHb JakTaTaeruaporetassl (JIJI') nadmio-
aauch CYLIECTBEHHO Yallle, YeM Mpu mepudepudeckoit
T-xyeTouHoit numdome, Hecrneun@UuUUpoBaHHOMI
(ITTJIH). B otnnuue ot I1TJIH nnpu AWUJIT y 3HauuTEIbHO
GoJIbIIIeT0 KOJM4YecTBa OOJNBHBIX (89%) mMarHOCTUPOBAHBI
III u IV ctanuu 3a6oneBanus. HecMoTps Ha 31O, S-N€THSS
00111asT BBIKMBA€MOCTD TIPU 3TUX IBYX HO30JIOTUSX HE pa3-
nnvaercst (33%). Ha niporHos Biausuin akTopsl, 00beam-
HeHHble B [IUT (mporHoctuueckuit uHaexkc mias T-KiaeTou-
HBIX JUM(bOM: Bo3pacT cTapiue 60 JieT, MOBBIILIEHHBII yPO-
BeHb JIJII, comatnueckuit cratyc mo ECOG 11, 111 u Bbie
craauu 3a0oJeBaHus, 2 Uian 0oJiee IKCTPAaHOAAIbHbBIX OYa-
ra, nmopaxeHue KocTHoro moasra). B nmomonHenue x [NUT
CHUXEHHBIIT ypoBeHb TpombouutoB (MeHee 150 000 B 1
MKJI) OKa3bIBajl BJIMUSIHUE Ha OOILIYIO BbIXKMBAEMOCTb, a Ha-
nuyre B-cuMnToMoB — Ha 6eccCOOBITUIHYIO.

T-kaemounwiii neiikos/aumgpoma e3pocavix (T/1/IB)

B pamkax 3Toro e npoekrta Apyroi rpymnroi muccie-
nmoBaresieil (J. Suzumija 1 coaBT.) OBIJIO TIPOAEMOHCTPUPO-
BaHo, uto TJIJIB cocrasmsiet 10,9% Bcex IITKJL. B CeBep-
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Hoil AMepuke u EBporne 3a0osieBaHUE BCTpeUaeTcsl CpaBHU-
TeJIbHO peako (2 1 1,5 COOTBETCTBEHHO), TOT/Ia KaK B A3UN
3HauutesbHo vaiie (24,8% Bcex ITKJI). Knunuveckas
KapTuHa y 87% 00JbHBIX COOTBETCTBOBalA JUMdOMe, T.€.
MPEUMYILECTBEHHO MOopaxaiuch JUM@aTUyecKre y3Jibl.
CpenHuii Bo3pact nmamnreHToB coctaBui 60 1et. CooTHoIIe-
HUE MYXUYUMH U XeHIIUH 1:1. B-cuMIITOMBI, cOMaTU4YeCKUi
craryc 2—4 (ECOG), nBa u 60Jiee 3KCTpaHOMAIBHBIX OUara
ot™eueHbl B 31, 23 u 34% ciyuyaeB cooTBeTcTBeHHO. [Topa-
JKeHMEe KOCTHOTO Mo3ra HaOmomanoch y 28% OONbHBIX.
BonbinucTBo naureHToB (73%) Ha MOMEHT YCTaHOBJICHUS
nuarHosa umenu 1V crtaauio 3ad6oseBaHus. S-JIeTHSIS o0Las
BbIKMBaeMOCTh cocTaBuna 14,4%, OeccoObITUiHAsT —
12,1%. HaubGosee 3HaYMMBIMU TTPOTHOCTUYECKUMU (HAKTO-
paMu SIBJISLTUCH Hanuvyue B-cuMnToMoB, ypoBeHb TPOMOO-
uutoB MeHee 150 000 B 1 mki1, 6oee 20% aTUITMYHBIX KIie-
TOK B KpoBH, 6oiiee 20% Ki67+ knetok. 91% GONBHBIX TTPO-
BOIWJIaCh KOMOMHUPOBAHHAS TOJMXUMUOTEPAITHS, BKITIO-
yalonas aHTpaunkianHel. O0wmmii orBer cocrasui 69%, TTP
nocTurHyTa B 33% ciydaeB. PelnauB 3a001eBaHUsI KOHCTA-
TUPOBaH y 63% mnanueHTOB. BHE 3aBUCMMOCTH OT MCIOJIb-
3yeMOI CXeMbl TOJUXUMUOTEpPANUU pa3induii B 0OIIEH
1 6ecCOOBITUIIHOI BBIKMBAEMOCTH HE MOJIYYEHO.

Y4yuThiBass BUPYCHYIO TMPUPOAY ITOU JTUMGbOMBI
(HTLV-I) u orpaHuyeHHble BO3MOXHOCTU XUMHUOTEPAIINH,
TJIJIB MOXHO cuuTaTh YHUKAJIbHON MOJENbIO /151 BHEApe-
HUSI B MPAKTUKY SKCIEPUMEHTAIbHBIX BUIOB JIEUYECHUSI.
KoM6unanus o-uHtepdepoHa u 3umoByauHa (AZT/INF
A3UIOTUMUINH/UHTEP(EPOH) MO3BOJSIET MOJYYUTh OTBET
B 67—92% cnydyaeB. Hannyuimasg MennaHa oOIIeil BHIKU-
BaeMocTu (17 Mec) NOCTUTHYyTa MpU KOMOUHUPOBAHHOM
ucnonb3oBaHuu 1ByX kKypcoB CHOP B kauecTBe MHUTIMAIb-
HOI1 Tepanuu ¢ mocienyomuM npumeHenueM AZT/INF +
arono3un. In vitro MpoIeMOHCTPUPOBaHA aKTUBHOCTb MH-
ruoUTOPOB MpoTeocoM (6opTe3amusd). [TpoTuBoOITyXOIEBasK
AKTUBHOCTh KOHBIOTMPOBAHHBIX M HEKOHBIOTMPOBAHHBIX
MOHOKJIOHAJIBHBIX aHTUTEJ K PellenTopy UHTepIeiikuHa-2,
CD25 B codeTaHWU ¢ XUMHUOTEpATMell B HACTOSIIIIee BPeMs
aKTUBHO Hu3y4aeTcs. S. Simpson W COaBT. IJIsl JIEYEHUS
TJIJIB ucnonb3oBanu kKombunauio CHOP u antu-CD25
MOHOKJIOHAJbHOTO aHTUTeNa Jakiau3dymaba (Zenapax-
Roche). B uccinenosanue 0butn BKIOYeHbI 10 manueHTOB,
He TIOJy4aBIIUX paHee XMMUOTeparuu, coiepxkalieil aHt-
pauukiIuHbL. JJakau3ymad BBOOWIN B 103€ | MT/KT BHYTpU-
BEHHO Ha 7-if 1 14-ii THM TepBOTO LIMKJIA Tepanuu U B 1-it
JIeHb €O 2-T0 110 6-ii ukibl. 1P nocturnyra y 50% nanmeH-
TOB. Y IBOMX OOJIbHBIX OHA COXPAHSIETCS CIyCTsI 24 Mec Ha-
omoneHust. Tepanus He CONPOBOXIalach 3HAYMMbBIMU TOK-
CUYECKUMU SIBIICHUSIMA U BUPYCHBIMU WHOEKIIMOHHBIMU
OCJIOKHEHUSIMU.

Ananaazuposannas kpynroxkasemounas aumpoma (AKKI)

AKKIJI monpasaensieTcss Ha TPU OCHOBHbBIE TPYIIITBI
B 3aBUCHUMOCTH OT dKcnpeccun accounnponBaHHoit ¢ AKKII
Tupo3nHKUHa3bl (AJIK) 1 KIMHUYEeCKUX MPOosiBIeHUT 3a00-
neBanus: AJIK-mosutuBnas AKKIJI, AJIK-HeratuBHast
AKKIJI u nepsuunass AKKJl koxu. AJIK-mo3utuBHas
AKKIJI yvamie BcTpeuaeTcsi B MOJIOIOM Bo3pacTe (CpemHuit
Bo3pacT mosioxke 30 JeT) u uMmeeT Oosiee OIAroNMpUSITHBII
nporHo3, yeM AJIK-HeratuBHass AKKJI (cpenHuit Bo3pacT
50—60 yret). S-yeTHsIsT 00IIast BBIXKMBAEMOCTh TTPU UCITOJb-
30BaHUM aHTPAIMKIMHCOAEPXKAIINX CXeM XUMMOTEeparuu
cocrapisieT 60—93% nist AJIK-1o3uTUBHOIO BapuaHTa 3a-
6oneBanust u 11—46% s AJIK-HeraTuBHOTO.

£002.7
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B oaHoMm u3 eBpomneiickux uccienoBanuit (M.C. Le
Deley u coaBt.) usyvanuch dakropsl rmporrHosa mpu AKKIJI
y mereii. B uccienmoBanue ObLTM BKITIOUYEHBI 235 MALIMEHTOB,
MOJIyYyaBIIUX UHTEHCUBHYIO XMMUOTEPAINIO, aHAJIOTUYHYIO
HCTob3yeMoii ipu B-kierounbix auMmdbomax. ITP goctur-
HyTa B 88% citydaeB, S5-JIeTHss 00IIasi BEDKMBAEMOCTh CO-
craBuia 81%. Ha puck pa3BuTHsl Tporpeccuu/pernuanBa
BJIVISLTA TPU OCHOBHBIX (haKTOpa:

— TopaxkeHune TUM@PaTUIeCKUX y3JI0B CPEIOCTEHUS;

— ropaxeHue BHYTPEHHUX OPraHoOB (JIerKue, MeyeHb
WJIM CeJie3eHKa);

— TIOpakeHHe KOXH.

B rpynrie ¢ 6iaronpusiTHbIM TPOTHO30M (89 GOJBHBIX
0e3 TTopakeHUsI CPEIOCTEHUSI, BHYTPEHHUX OPTAHOB, KOXMW)
OecriporpeccuBHas S-JETHSSI BbDKMBAEMOCTh COCTaBUJIA
89%, B rpyrine ¢ HeGJArOMPUSITHBIM MPOTHO30M, KOTOpast
BKJtouyaja 150 6osbHBIX, — TOJNBKO 61%.

Ha ceromHsimmHuMii OeHb He CYIIECTBYET €IMHOTO
craHgapta xumuotepanuu B JiedeHUn T/NK-KkieTouHbIx
aumdoM. Yacrora TIP mnpu wucnosb3oBaHUUM Teparuu
CHOP kpaiiHe BapnabenbHa. OqHaKO S5-J1eTHSIS 00111as BbI-
KMBaeMOCTh He mpesbiinaer 30%. MHTteHcuduKamus Xu-
muoTepanuu (HyperCVAD u np.) He mo3Bosuia 100UThCS
CKOJIbKO-HUOYIb CYIIECTBEHHBIX PE3yJIbTaTOB, 32 MCKITIO-
yennemM AKKJI B memmaTtpuieckoil NMpakTUKe, TO3TOMY
0CO0yI0 aKTyaJbHOCTh TPUOOpeTaeT pa3paboTKa HOBBIX
METOJIOB JIEYEHUSI, BKIIOYAIOIINX MCTIOIb30BaHUE Pa3iny-
HbIX OMOJIOTUYECKUX areHTOB C MPULIEIbHBIM MEXaHU3MOM
JNIEMCTBUS M MX cOuYeTaHUe C XUMHUoTepanuei. Tak,
npu T-kjaeTouHoM nipoauMdonutTapHoMm jeiikose (T-TTJ1JT)
Haunbojee 93GEKTUBHBIM IIPEITapaToOM SIBIISIETCS aJIeMTY3Y-
Mab (Campath-1H, antu-CD52), M0o3BOJISIONINI TOJIYyYUTh
MOJIHYIO0 peMuccuio y 60% pe3rcTeHTHBIX K XUMUOTEpanuu
MalMeHToB. B cTanum KIMHUYECKUX UCCIeI0BAaHUN Haxo-
ISTCSl M ApYyTYe aHTUTeNa K pa3MyHbIM aHTUTE€HHBIM Jie-
TepMuHaHTaM: aHTU-CD4 (3aHonumyma0), antu-CD2, aH-
tn-CD30 (SGN-30)

MuoxecTBeHHas muenoma (MM)

ITonrorosiaeno C.C. BeccmensueBbiv (Poccuiickuii Ha-
YUHO-HCCJIe]0BATEIbCKHIA HHCTUTYT reMaToJOTUH U TpaHcdy-
3uoJoruu Poc3npasa)

Heckonbko mokiIamoB Ha CEKIIMOHHBIX 3acedaHUsIX
OBUTM TIOCBSIIIIEHBI (YHIAMEHTAIBHBIM WCCIEIOBAHUSIM.
3a mocyiegHre HECKOJIBKO JIET TIOJYYeHbl HOBBIE TaHHBIE 110
natoreHesy MM, npuuem 00JIbIlIO€ BHUMaHKUE B HACTOSIILIEE
BpeMsl ynensieTcst mpoTeocomaM. [Iporeocoma — 3TO 3H-
3UMHBI KOMIUIEKC, TPUCYTCTBYIOIIMI BO BCEX KIIETKaX
U pacIlerISIoNNii MHOTOYNCICHHBIE TUITBI O€JIKOB, MHO-
TUe U3 KOTOPBIX SIBIISTIOTCS] PETYISITOPHBIMU OeTKaMu, KOH-
TPOJUPYIOLINMHU KIETOUHBIN [IUKII. YCTAHOBJIEHO, UTO MPO-
TEOCOMBI BBI3BIBAIOT MPOTEOJIN3 DHIOTEHHOTO UHIMOUTOpA
aaepHoro (aktopa kB (NF-B), I1B. Kaxnas nporeocoma
paboTaeT B KOMIUIEKCE C MapKepHbIM OEJIKOM YOUKBUTU-
HOM, MO3TOMY 3TOT MPOLIECC B 11€JIOM Ha3bIBaeTCs YOUKBU-
TUH-TIPOTEOCOMHBIM ITyTEM U SIBIISIETCSI OCHOBHBIM CTIOCO-
O0oM pacuierieHust 0e1KOB BO Bcex KieTkax. BciemctBue
pacuierienus IkB NF-xB BbicBoOOXIaeTcst U nepemMelnia-
€TCsl U3 LUTOIIa3Mbl B SIIPO, TAE PEryaupyeT TPaHCKPUII-
M0 OEJKOB, CTUMYJHUPYET POCT OIYXOJEBBIX KIETOK
U CHUXAeT UX YYBCTBUTEIHHOCTH K aromNTO3y. AKTUBAIIUS
NF-B ycunauBaer »sKcCOpeccuio aare3MBHBIX MOJEKYJ
(ICAM-1, VCAM-1), pacmnoIO)XeHHBIX Ha ITOBEPXHOCTHU

KJIETOK CTPOMAJTbHOTO MUKPOOKPYXEHUS U TeMOTOITHYE-
CKUX KJIETOK, YTO TIPUBOIUT K HAPYIIEHUIO MEKKIETOUHBIX
B3aumoneictBuil. [lokazano, yuro NF-B uepe3 Mosexynbl
KJIETOUHOI afre3uu yBEeJIUUYMBAET CEKPELNI0 CTPOMAbHbI-
MU KJIETKAMU POCTOBBIX M AHTUAMONTOTUYECKUX LIUTOKU-
HOB (MHTepJeUKUH-6), GdakTopa HEKpo3a OIYXOJH-0O.
(®HO), nacynuHonomooHoro gakropa pocta 1, aHTMOTEeH-
HbIX pakTopoB pocta (VEGEF, bFGF), uto BemeT K akTnBa-
LIMM POCTA OIMYXOJIEBBIX KJIETOK U MOMABIECHUIO UX arOMNTO-
3a. AHtuanontotuueckoe neiictBue NF-B mnposiBasieTcs
TakxXe yepe3 yBeauuyeHue skcrpeccuu Bel-2 u XIAP u no-
naBjieHue mpoarnontoTuyeckux Mojekya BAX. B pesynbra-
T€ TIOBBIIIAIOTCS BEDKMBAEMOCTh MUEJIOMHBIX KJIETOK U MX
YCTOWYMBOCTH K JICUEHUIO, 2 HEOAHTHOTeHe3 00ecIeqnBaeT
OITYXOJIEBBIM KJIETKAM TMOCTYIUIEHUE MMUTATEIbHBIX BEIIECTB
U yAalleHue MpoAyKTOB pacrnana.

Bblna npencrapieHa TakTUKa JiedeHUsT 001bHBIX MM,
KOTOpBIC HE SIBJISTIOTCS KaHIUAATaMy TSI TpaHCIUIAHTAIuN
remornoaTuyeckux ctBojioBbix KieTok (TT'CK). WMuuiuu-
ajJbHasl Teparnus TAKUX MallMeHTOB OCHOBaHa Ha MCITOJIb30-
BaHUM HOBBIX MIPENapaToB CTPOTO HAMPABIEHHOTO MaTore-
HETUYECKOro AEMCTBUSI — TaauAOMUAA, JIEHATUIOMUIA,
O0opre3oMunbda, KOTOpbIE MPEACTABISIIOT COO0N peanbHYIO
anprepHatuBy TI'CK. [leiicTBue 3TUX MpenapaToB Hampas-
JICHO Ha KOHKPETHBbIE MUIIEHU (aroITo3, aHTHOTeHe3
U T.J.), TO9TOMY MX WCIIOJb30BaHUE TTO3BOJISIET OCYIIECT-
BUTH MOCJIEOBATENbHYIO 0JIOKANy BHYTPUKIETOUHBIX CUT-
HaJIbHBIX TTyTeil. OHM CTIOCOOHBI BAMSITH U HA OMYXOJIeBbIE
KJIETKU, U Ha KJIETKU CTPOMAJbHOIO MUKPOOKPYKEHMS,
M Ha B3aMMOJEHCTBHE MeXIy HUMHU. [IpemnokeHsbl cieny-
e npotokosibl: MDT — mendanan + nekcameTta3oH +
tanumomua; MPT — Mmendanan + npeaHU30JI0H + TaIUumI0-
mua; R-MP — wmendanan + npeaHusosloH + JeHaIUIO-
mua; VMP — mendanan + npeaHusosioH + 60pTe30Muo;
ThaDD — tanumomua + JUmocoMalbHbI TOKCOPYOULIMH
+ nmexcameTazoH. OTMeUYeHBI SIBHBIE MPEMMYIIECTBA ITUX
MPOTOKOJIOB Tepel cTaHaapTHoil mporpammoii MP. Tak,
rnpu ucnonb3oBanuu MPT oOwmwmii orBeT cocraBmir 76%,
a MP — 47,6%, B Tom uncie konuuectBo [P — 15,5u2,4%
COOTBETCTBEHHO. OTMe4YeHO, 4yTo nporpamma VMP kak ma-
JIOTOKCUYHAsT MOXET YCIEIIHO MPUMEHSTBCS Y JIUL MOXH-
Jioro Bo3pacrta (crapiue 65 net). CoracHO OJIOKEHHBIM
pesyabraTtaMm, 3(POEKTUBHOCTb JTaHHOW KOMOMHALUU IO
kputepusim EBMT y aToii kateropuu 00JbHBIX COCTaBUJIa
89%, Bxmouas 43% I1P.

By 10710KeHBI pe3yabTaThl JedeHusT 646 GOIbHBIX
MM c peunauBoM UM PE3UCTEHTHOCTBIO K XMMUOTEPATUN
00pTe30MUOOM B KOMOMHALIMU C JIMTTOCOMAJbHBIM JIOKCO-
pyoutnimHoM (mokcuiaom). OKazanioch, YTO TAKOE COUETaHUE
npernapaTtoB 6osiee 3(pheKTUBHO, YeM MOHOTeparus 6opTe-
30MHUOOM, YTO XapaKTepU30BaJOCh yBeJIWUYEHUEM OOIIei
U 6e3pelIMANBHONM BbKMBaeMocTU. OIHAKO UCCIeI0BaHe
9GbGEeKTUBHOCTU 3TOW KOMOMHALMUM MpernapaTroB eule He
3akoHYeHO. OKOHYATEIbHBIC Pe3yJbTaThl JieUeHUsI 0OJIb-
HbIX MM OyayT NOJOXEHbl Ha CJAEAYIOIIEeM €eXErogHOM
KOHTpecce.

[Ipu ucnonp30BaHUM TANUAOMUIA U JEHATUIOMUIA
CYLIECTBYET PUCK Pa3BUTUSI TPOMOOIMOOINYECKUX OCIOXK-
HEHUI1, 0COOEHHO B KOMOMHUPOBAHHOM Tepanuu ¢ AeKca-
MeTa3oHOM (3—20%) u antpanukianHamu (10—58%). Ta-
JIMIOMUT aKTUBUPYET KOATYISIIMOHHBIN KacKa, MOBBIIIA-
€T arperalioHHyI0 ClIOCOOHOCTh TPOMOOIIUTOB U CHUXKA-
€T, OCOOEHHO B TeueHue 1-ro Mecsia Je4yeHusl, ypoBEeHb



pacTBOpUMOro TpomobomoayiuHa. [1pu Ha3HauYeHUU Taau-
MOMUIa B KOMOWHAIINY C JOKCOPYOUITMHOM OJTHOBPEMEH-
HO Habopaetcs yBeandeHune skcernpeccuu PAR-1 sHmore-
JIMaNbHBIMU KJIeTKaMu. B cBs3u ¢ aTuM Tepanus Taauao-
MUJOM TpeOyeT KOHTPOJISI CUCTeMbI reMocTasa. Kpome To-
ro, OBIJIO OTMEUYEHO, YTO MPH JICYSHUU aHEMUM Y OOJTbHBIX
MM ycrnenrHo MCIoIb3YIOTCS peKOMOMHAHTHBIE 3PUTPO-
moaTuHbl. ONHAKO B CiIydyae OMHOBPEMEHHOTO TpUMEHe-
HUS TaJTUIOMUOA YUCIO TPOMOOIMOOIUUECKUX OCTOXKHE-
HUIT Bo3pacTaeT. Tak, ObUIM JOJIOXKEHBI MPeJBapUTeIbHbIE
pe3yabTaThl MO UCMOJb30BAHUIO TATMAOMUAA B COUETAHUM
C OPUTPOITOAITUHOM Yy 76 601bHBIX MM (1ipoTokon S0232).
Okasanoch, YTO cpeau OOJbHBIX, MOJYyYaBUIMX TaKYylO Te-
pamnuio, 4acTota TPOMOOIMOOINIECKUX OCIOXHEHU CO-
craBuia 31%, a B rpymnre GOJbHBIX, HE MOJTYYaBIIUX 3PU-
TponoatuH, — 14%. Ilpeamnonaraior, 4TO 3PUTPOINOITUH
MU3MEHsIeT TPOMOOTreHHbIE CBOIMCTBA IHJOTEINATbHBIX KJIe-
TOK BKCTPAlLE/IIOISIPHOr0 MaTpUKca, YBEJIWYMBAET DKC-
Mpeccuio TKaHeBOTO ¢dakTopa, BKJIOYas KCIPECCUIO
TAFI, u Ttakum obGpasom mnonasisier ¢pudpuHonus. Uc-
MOJb30BaHUE IPUTPOMOITUHA C TATUIOMUIOM OKa3bIBaeT
CUHEPrUYHOe BO3ACCTBME HA TeMOKOATYJISIIUOHHbIN Kac-
Kaj, YTO U MPUBOAUT K YBEJIMUYEHUIO YaCTOThl TPOMOOIM-
Oosimyeckux ocyiokHeHui. st ux npoduaakTUKU peKo-
MEHIYeTCS MCIOJb30BaTh HU3KOMOJEKYJISIPHbIE rernapu-
HBI, BapdapuH, aCIUPUH.

Heckosbko coob1ieHnit ObLIO MOCBALIEHO O60pTe30-
MU0y, 1eiiCTBME KOTOPOTO OCHOBAHO Ha MHTMOMLIMU (DYHK-
LMU MPOTEOCOM W MHOTOYMCIEHHBIX CUTHAJbHBIX MyTEH,
peryiupyloimx paspyiieHue 6eakoB. OTMedeHo, 4yTo 6op-
Te€30MHO, SIBJISISICH WHTUOMTOPOM IPOTEOCOM, TOIAaBISET
aktuBHOCTh NF-xB, cHUXaer 3Kcrpeccuio aare3MBHBIX
MOJIEKYJT Ha TOBEPXHOCTU KJIETOK CTPOMAJIbHOTO MUKPOOK-
pYXeHUs U OMyXOJIEBbIX KJIETOK. B pe3ynbrare ymMeHbllaet-
cs MPOAYKLMS LIMTOKMHOB (MHTepieiikuH-6, PHO), anru-
oreHHbIX akTopoB pocta (VEGF) u cHukaercs akcrpec-
CHSl aHTUAMONTOTUYeCKOTo npoterHa Bcl-2. Takum obpa-
30M, OOpTe30MUO OJOKMPYET KiatloueBble (akTopbl pocTa
U BBDKMBAaHUSI OIYyXOJEBBIX KJIETOK, OKa3bIBaeT MOIIHOE
BO3JEICTBUE Ha amonTo3 M aHruoreHe3. Kpome Ttoro, in
Vitro M in vivo B OTIBITaX Ha MbIIIax ObIO OOHAPYXKEHO, UTO
0OpTE30MUO MHIMOUPYET aKTUBHOCTH OCTEOKJIACTOB, BO3-
NECTBYS HA OCHOBHbIE MHAYKTOPBI OCTEOKJIACTOB: peleT-
top aktmBatopa NF-kB, nurann (RANKL) m makpoda-
rajJbHO-BOCTIAIUTENbHBIN TpoTenH 1o BopTe3oMub okasbi-
BaeT BausiHue Ha cuctemy RANKL/ocTeonporerepuH, Ko-
TOpasi MPEACTaBIIsIeT COOOU LIEHTPAIbHbIN MyTh aKTUBALIUYI
ocTeokacToB. bosiee TOoro, BhISICHUIOCH, YTO 6OPTE30MUO
obnagaeT ocreodacTuIeCKUM 3(PPEKTOM, MOBBILIAST YUCITIO
U QYHKIMOHAIBHYIO KOMIIETEHTHOCTh OCTEO0JIACTOB, UYTO
HEeoOXOoNMMO [IJisI BOCCTAHOBJIEHWSI HOPMaJTbHOUM Tepe-
CTPOMKM KOCTHOU TKaHMU.

IIpakTryeckuit UHTEpeC MPEACTABISIOT COOOLIEHUSI,
MOCBSIIEHHbIE TpUMeHeHUo OuchochoHaTtoB npu MM.
I[MonuepkHyTO, 4TO OUChOChHOHATHI SBIASIOTCS YaCTbhIO
cranmaptHoit tepanuu MM. OgHako B TOCTenHUE TOMBI
yBEIMYWIACh YacTOTa pa3BUTUSl Ha (OHE MIUTETBHOTO
npuMeHeHus1 oucdocdoHaToB (MaMUAPOHAT, 30J€APOHAT)
OCTEOHEKpOo3a 4YeIoCcTHBIX Kocteir (1,8—12,8%). Mexa-
HU3M O6uchochOoHATOMHIYIIMPOBAHHOTO OCTEOHEKPO3a Ha
CerOJHSIIHUI 1eHb HesiceH. [Ipenmnonarator, yto 6ucgoc-
(oHaTHI MOTYT HapylIaTh BaCKyIsIpu3anuio Kkoctu. Moti-
Hoe TofaBieHne OuchochoHaTramMu (GYHKIIUM OCTEOKJIa-
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CTOB MPUBOIUT K CHUXXEHUIO KOCTHOU pe30pOIuu U moja-
BJISIET HOPMAaJbHBIE OOMEH M pEeMOACIMPOBAHUE KOCTH,
YTO BeleT K HAKOIJICHUI0 MUKPOTIOBPEXICHUI U CHUXKE-
HUIO MEeXaHMYeCKOM MPOYHOCTU KOCTU. B KauecTBe hak-
TOPOB PUCKa OCTEOHEKpO3a paccMaTpUBalKCh 3abosieBa-
HUSI TIEPUOIOHTA, COIMYTCTBYIOIIAss MHMEKIIUS TMOJOCTH
pTa, Kapuec, KOPTUKOCTEPOUTHAs Teparus, MUKPOTPaB-
MBI, TPAaBMBI KOCTEI UEJIOCTH B aHaAMHE3¢ WM MPOU3Be-
JNIEHHBbIC B TIPOLIJIOM XUPYpTUUECKHE OIepalii Ha 3TUX
KocTsx. OTMe4YeHOo, YTO Yallle OCTEOHEKPO3 KOCTEi BO3HU-
KaeT mocJjie JUIMTeJbHOoro (6oJjee 2 jaeT) NpuMeHEHUs1 Ouc-
¢dochonaToB. B cBSI3U ¢ 3TUM cleiaH BbIBOMI, YTO Ouchoc-
¢oHaThl 10JXKHBI Ha3HavYaThCcsl 00JbHBIM MM, HO cienyeT
YUUTHIBATh (haKTOPHI pUCKa, JeYCHNUE HEOOXOIMMO OCYIIIe-
CTBJISITh TIOA KOHTPOJIEM CTOMATOJIOra, a JIMTEIbHOCTh
npumeHeHuss ouchocoHaTOB B ciaydyae JOCTUXEHUS pe-
MUCCUM U CTaOWUJIM3aLMKM OMYyXOJEeBOro IMpollecca He
IoJikKHa mpeBbiiaTh 2 jeT. Ecau aktuBHocth MM coxpa-
HsieTcsI, TO 6uchocoHATE MOTYT UCIIOJIb30BaTLCS, HO HE
exxeMecsiaHo, a 1 pa3 B 3 Mmec.

BaxwHeiiinyio poJib B ieueHUM MM no-npexHemy ur-
paet TI'CK. ITo 3T0ii mpobaeMe Ha KOHIpecce ObLIN 3aciy-
LIaHbl JOKAaAbl U3 Beayiux KanHuk Esporisl u CILA. Bbi-
Jla TIoJuepKHyTa poJjib ABoliHOI aytonornuyHoit TI'CK.
[To pesynbratam wuccienoBaHus GpaHIy3CKO Koorepa-
TUBHOI TPYMIIBl IO M3YYCHUIO MMEIOMBI, BBIITOJHEHUE
omuHapHoii ayTo-TI'CK oGecneunBaeT 7-J1€THIOIO OOIIYIO
BBIXKMBAaeMOCTb 00JbHBIX MM Ha ypoBHe 21%, a nBoii-
HOUl — 42%. 7-neTHsist 6e3pelUIMBHAsT BBKMBAEMOCTh 3a
9TOT Xe Tepuol HaGIIoNeHUs B rpymie OOJbHBIX, IOJY-
yuBluX oauHapHyto ayro-TI'CK, cocraBuna 10%, nBoii-
Hyio — 20%. 3a nmocieqHue roabl Garogapst IPUMEHEHUIO
3G GEeKTUBHBIX METOJIOB 3arOTOBKM JIOCTATOYHOTO KOJUYe-
CTBa CTBOJIOBBIX KJIETOK M3 KPOBU UJIM KOCTHOT'O MO3Ta J10-
HOPOB, MCII0JIb30BAaHUIO MOJIEKYJISIPHO-OMOJIOTUYECKUX
MeTtonoB TunupoBanust HLA-anturenos Il kiacca u 6osee
CYIIECTBEHHOM PEAYKIMU OIYXOJEBOTO KJIOHA y OOJBHBIX
MM no npoBenenust um TI'CK, a Takke B pe3yabTaTe CHU-
XKEHUSI TOKCUYHOCTU PEXMMOB KOHIAUIIMOHUPOBAHMS
U TOCTTPAaHCIUIAHTAllMOHHOM JIeTaJbHOCTU OOJIbHBIX pe-
3ynbraThl ajuio-TICK 3HaunTeIbHO yaydinuianch. B yacrt-
HOCTU, MpeacTaBjieH aHaiau3 pe3dyabraToB aano-TICK
6ompHBIM MM B mepuonsr 1983—1993 . m 1994—1998 .
[lokazaHo, 4TO MeaMaHa BbIKMBAEMOCTH 00JabHBIX MM
B TeUEHUE MepBOTro rnepuoaa cocrasisiia 10 Mec, B TedeHUe
BToporo — 50 Mec. B kauecTBe MHAYKLIMOHHON Teparuu
o6oabHbIX, nomiexamux TICK, mpenjiaraeTcss MCMoOJIb30-
BaTh He nmporpammy BAJL, a mporpaMMbl, comepaliue rmpe-
TapaThl HATTPABJIEHHOTO NEWCTBUS MOCIETHETO TTOKOJIEHUS
(tanugomun, 6opre3omud). Tak, MOTydeHBI BBICOKHE pe-
3yJbTaThl JJeYeHUST OOTBHBIX C MPUMEHEHUEM TaJIUJIOMUIA
(Total Therapy II) wiu 6optesomuba (Total therapy III)
B MHAYKLIMOHHOM TMEPUOJE, 3aTeM Ha3HAUYEeHUS] ITUX Ke
MPeIapaToB MOCJIe OCYIIECTBICHUS TPAHCTUIAHTALIMY U Ja-
Jiee B rmoaaepxxuBaronieii Tepanun. Yacrora I[P mpu Takom
neyeHun pocturaer 60—80%.

PaspabatbiBaroTCsl M HOBBIE TIpenaparsl (MoKa in vitro
U in vivo B MOJACJBbHBIX OMNbITaX Ha MbIILIAX) — MHTUOUTOP
KuHasHoi anre3un TAE226, momaBisionuii aKTUBHOCTh
MUEJIOMHBIX KJIETOK, ryMaHu3upoBaHHble aHTU-IGF-1R
MOHOKJIOHaJIbHBIe aHTUTeNa (AVE1642), KoTOpbhle B KOMOU-
HallMK ¢ 00PTE30MUOOM MHIYUPYIOT allONITO3 MUEJIOMHBIX
kjetok, u aHtu-VEGF anturena.
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MEXAVHAPOAHLIH ®OPYM
no BOMPOCAM JIEYEHHA XPOHUYECKOr0 MUENONEHKO3A

IToarorosaeno A.T. Typkunoii (I'emaTonormyeckuii HayyHslii nentrp PAMH)

C 14 1o 16 centsa6ps 2006 r. B Cankr-IleTepOypre
COCTOSIJIaCh MEeXIyHapoaHasi KOHdepeH s «5 JeT riuBe-
ka B Poccun», mocBsieHHast pa3JIMIHBIM BOIIPOCaM Jiede-
HUS XpOHUYECKOro Muesoseitkosza (XMJI). B Heit mpuHs-
M ygacThe oKoyio 280 mpakTH4YeCKUX Bpadeil U ydeHBIX
MOYTU M3 BceX pernoHoB Poccum, a Takxke U3BECTHBIE
cneuuanuctsl u3 CIIA, Tepmanuu u Utanuu.

Huke MBI mpuBOIMM KpaTKOe CoIepkKaHUe JIUIIb
HEKOTOPBIX BBICTYIJIEHUI. B cBSI3M ¢ BaXXHOCTBIO 0OCYXK-
NlaeMBbIX BOIPOCOB TpPWIATAeTCs U CIUCOK JIUTEPaTypHl,
10 KOTOPOMY YHUTATEJb MOXET 00Jiee TTOJTHO 03HAKOMUTh-
cs1 ¢ TIPOOJIeMOIA.

3a nocJjiegHue roabl 6Jaromaps BHEAPEHUIO B KJIM-
HUYECKYI0 TTPaKTUKY HOBOTO Iperaparta rimBeka (MMTH-
HUO Me3UJIaT) JOCTUTHYTHI OJIECTSIIINE Pe3yIbTaThl B Jie-
yeHuu XMJI. HegaBHO ony0JMKOBaHHbBIE TaHHBIE S-JIET-
Hero HabsiogeHus 3a OosbHbIMU XMJI, mojyvyaBIIMMU
[JIMBEK B KaueCTBe Tepaluu NepBOii TMHUHU, TTOKA3bIBAIOT,
YTO BEPOSITHOCTb JOCTUXEHHUS TOJHOTIO reMaTojiornye-
ckoro otBeta (I1T'O) cocraBnser 96%. OCOOEHHO BaKHO
OTMETUTH, YTO YacTOTa TOJHOTO IUTOTEHETUYECKOTO
orBeta (ITLHO) m GONBIIOrO MOJEKYJISIPHOTO OTBETa
(BMO; cuuxenus ypoBHs TpaHckpunta BCR-ABL Ha
3 mopsinka — B 1000 pa3 u paxe 6osiee) MOBBIIIAETCS MO-
cie 12 mec tepanuu. Yacrora IO yepe3 60 mec neye-
HUs BeIpocia ¢ 69 1o 87% [1]. B uenom pacueTHas obuias
5-JIeTHSIS BBIKMBAEMOCTh OOJBHBIX, TOJIYJAIONINX TIUBEK
B KQYeCTBE Tepaluy IIePBOI JUHUM, COCTaBIsIeT 89%, 4TO
IMO3BOJISIET CYUTATh MMATUHUO <«30JIOTHIM CTaHIAPTOM»
MepBOIi TMHUMU JIEUSHUS Y BCeX OOJBbHBIX C BIEPBBIE BbI-
ABJIEHHO# xpoHundeckoit dazoit (XD) XMJI. IIporpeccu-
poBaHMe 3a0ojieBaHUS M pa3BUTHE (a3bl akceleparuu
(®A) unum 6mactHoro kpusa (BK) 6b10 orMeueHo y 7%
OOJIbHBIX, IPUYEM TaKKUE CAydyau ObLIU JaXe Yy OTIEJIbHBIX
6oabHBIX ¢ [1L1O. B 1O ke Bpems y OonbHbIX ¢ [1LIO
U cHuXeHueM ypoBHs TpaHckpunta BCR-ABL Ha 3 no-
paaka u 6oJiee puck nmporpeccupoBaHust B MDA moutu pa-
BeH HyJto [1].

BaxHoli cocTaBisionieii, obecneynBaomIeil JOCTU-
KEHHUE 3TUX PE3YJIbTaTOB, SIBJISIETCS PEIIeHUE BOIPOCOB
OpraHu3aliM 3IPaBOOXPAHEHUS — KaK IpoOJIeMbl Jauar-
HOCTMKU U JIeYEHHUsI, TaK U 00ecrnedeHns mpernapaToM.

B cBoeM BCTYyNnUTENbHOM CJIOBE AUPEKTOP
I'HII PAMH akan. A.W. BopoObeB MOAUEPKHYJI Bax-
HOCTb TpoOJeMbl opraHuzanuu jJedeHuss XMJI uHruou-
TOpaMHW THUPO3WHKWHA3Bl M, B YAaCTHOCTH, TIperiapaToM
riuBek. Paspab6orannass 'HLL PAMH Bcepoccuiickas
MnporpaMMa Mo OKa3aHWI0 KayeCTBEHHOW MeIMIIMHCKOM
noMmoiu 60abHBIM XMJI u mporpamma «IIpaBo XUTb»
komnanuu «Hosaptuc @apma» (IlIBeiimapus) mo3BoJM-
JIV 3HAYUTETBHO YIYYIIUTH YPOBEHb HIMUTOTEHETUUECKON
W MOJICKYJSIPHOW TMAarHOCTUKU 3a CYET CO3JaHUS IIUTO-
TeHETUYECKUX LIEHTPOB B psijae roponoB Poccun. lo Ha-
yajia JaHHOTO MPOeKTa BO3MOXHOCTb MPOBEAECHHUS LIUTO-
FeHETUYECKMX MCCeIOBaHNi Oblila KpaliHe orpaHUYeHa.

LuTtorenernyeckue nadopaTopun OBUIM COCPENOTOUYECHBI
B HECKOJIBKMX KPYITHBIX HayYHO-MCCIIeI0BATeILCKUX UH-
crutytax remaronoruu: 'HLI PAMH (MockBa), HUU
rematosoruu u mnepenuBaHusi kposu (Caukrt-Iletep-
oypr), Kuposckuit HUM remarosornu u mepeavBaHUs
KpoBU, PocTOBCKMIT MEANIIMHCKUI YHUBEPCUTET, a TAKXKE
B HECKOJIbKMX KPYMHBIX AMarHOCTUYecKuX eHTpax (Exka-
TepuHOypr, Mpkyrck, bpsHck, Tomck). LlutoreHeruue-
CKME WCCJIeNOBAHUST BBHITIOJTHSIINCH B HEOOJNBIIUX 00be-
Max U HOCWJIM, KaK MPaBUJIO, HAyYHBIN, a HE TUATHOCTH -
yeckuil xapakrep. Heobxonumo ObLIO peliuTh ABE 3aaa-
YU: BO-TEPBbIX, TPEOA0JETh OPraHM3allMOHHbIE TPYIHO-
CTH, TOCKOJIbKY BCE JabopaToOpuu UMEIU pa3IuvyHOe af-
MUWHHUCTPAaTUBHOE MOTYMHEHUE; BO-BTOPBIX, TIOATOTOBUTH
KaJpbl IIUTOTEHETUKOB.

[Mpu akTuBHOM y4yactum cdupmbl «Hosaptuc ®ap-
Ma» B 2005—2006 rr. B 1ab6oparopun kapuosoruu [I'HII
PAMH (MockBa) 1 HUM remarojsoruu u nepearBaHUs
kpoBM (CankTt-IleTepOypr) ObLIM MpOBEACHBI OOYyUalOIIe
KYPCHI JIUIsSI Bpayeli-IIMTOTeHETUKOB M3 Pa3HBIX PETMOHOB
Poccuu: PocrtoBa-Ha-Ilony, ExarepunOypra, bapnayia,
Hpxkyrcka, HoBocubupcka, KpacHosipcka, Camapsl, Tom-
cka, Xabaposcka, KupoBa u bpsHcka. Ceiiuac 6ojee 1mo-
JIOBUHBI 007bHBIX XMJI MMEIOT LIMTOreHETUYECKOe U/ UK
MOJIEKYJISIPHOE TOATBEPXAEHUE OMarHo3a, 4TO MOXKHO
pacueHMBaTh Kak O0JIbIION ycTiex.

DTOMY Xe BOMPOCY ObLIO MOCBSIIEHO BBHICTYTUICHUE
IJ1aBbl oTnesia oHKosornu «HoBaptuc @apma» B Poccun
H.B. Jlobonenko. OHa pacckasajia 0 TOM, 4YTO B JeKabpe
2004 r. Ha MmexayHapoagHoM OkcrneprHom CoBere IO
XMJI Ob11M mocTaBiaeHbI BOIIPOCH O HEOOXOAUMOCTHU Op-
raHu3aly IUTOTEHETUYECKON M MOJIEKYJISIDHOI TUarHO-
ctuku 60abHBIX XMJI B P®D. B ToT mepuosa TOJIbKO Hava-
Jloch co3naHue peructpa 6oabHbIX XMJI, 1 ObLIO BBISIB-
JIEHO, 4YTO JOCTOBEpHbIN nuarHo3 XMJI, moarBepxkaeH-
HBI ¢ TOMOUIbIO LIUTOTEHETUYECKUX U/UTU MOJEKYJISIp-
HBIX METOJIOB, UMEETCSI TOJIbKO y 19% GosbpHBIX. 3a TIPO-
meanme 2 roga B paMkKax rmporpaMmbl «[IpaBo XuThb» 3Ta
npobieMa B 3HauuTeNbHOU Mepe peuieHa. C pekabps
2004 1. rIMBEK BKJIIOUEH B CITMCOK JICKAPCTB TOMOJHU-
TEJIbHOTO JIEKAPCTBEHHOTO OOecrneyeHusi, U COTJIacCHO
DenepanbHomy 3akoHy Ne122-D3 Bce GoOJbHBIE, HYKIA-
IolIMeCs B JICUEHUU, JOJKHBI OBITh 0OecIieueHbl Mmpena-
patoMm. K konmy aBrycta 2006 1. yxxe 1985 6onbHbIX XMJI
mostydanu mpernapat o @exepanbHoil mporpamme. Kom-
nanusi «HoBaptuc @apma» u B manbHeWIIeM IIaHUPYET
MOJAEPXKUBATH MPOBEACHNE IIUTOTEHETUYECKUX U MOJe-
KYJISIDHBIX MCCJIENIOBaHUI, HEOOXOAUMBIX IS KOHTPOJS
KayecTBa JeUYeHMUsI.

Cepbe3Holt mpobiieMoil sIBJsIeTCSI HaJlaXkUBaHUE
obecredeHusl TOPOTOCTOSIIUMYU JIEKapCTBEHHBIMU TIpe-
mapataMu. B To ke BpeMs U3BECTHO, YTO MEPEPHIBHI B Jie-
YEHUUM MOTYT CEepPbe3HO OTpaxaThCsl Ha KayecTBe Jieye-
HUs, MOCKOJIbKY BEIYT K MOTepe LUTOT€HETUYECKOTO OT-
BETa.



HNupektop JemapraMeHTa MEIMKO-COIMATIbHBIX
IMpOTpaMM CeMbH, MAaTEePUHCTBA U AeTCTBAa MUHUCTEPCTBA
3ApaBOOXpaHEHMsT W COIMAJbHOrO pa3Butuss PO
0O.B. lllapanoBa mnoguyepKHyJia BaXXHOCTb BHEIPEHUS
B Poccum mporpammbl «IIpaBo XuThb», KOTOpasi 3Ha4Yu-
TEJbHO IOBBIIIAeT 3GGEKTUBHOCTh CIEIMATU3UPOBAH-
HOU TeMaTojorndecKoil moMouu. JJoKJIamIuk ocTaHOBU -
JIach Ha BOTIpOcax JIEKapCTBEHHOTO 00eCIieueHUs rpaxkaaH
Mo mporpamMMe GeaepaJlbHBIX JIBTOT U COOOIIMIA, YTO
B Hacrosee BpeMms B IlpaBurenbctBe PD oGceyxkmaercs
BOTIPOC O BBIJCJICHUU AOTOJHUTEIbHBIX CPEACTB I DU~
HaHCUPOBaHUS JIEKAPCTBEHHOTO 0OeCITeueHNs.

B noxnane «CoBpeMeHHOE IpEeACTaBIEHHUE O Jiede-
Hun XMJI» npodeccop R. Hehlmann (Iepmanus) mpen-
CTaBUJI TIOCJIeIHUE JaHHbIE 00 3G (GEKTUBHOCTH JICUYECHUS
rMBeKoM 00abHBIX XMJI. BaxkHoli yacTbio ero coooOie-
HUS ObLIM CBEIEHUS O MEXIYHapOAHOUW Koomepaluu Uc-
cinenosarenieit B pamkax European Leukemia Net (ELN),
KoTopas oobenuHseT 125 ueHtpos B 22 cTrpaHax. U3 cyiie-
CTBYIOIIUX 79 TPYIII IO UCCEIOBAHNIO PA3IMIHBIX JICHKO-
30B 19 3aHmMmaetcst ucciaenoBanusmMu XMJL. Jlokinagumk
OTMETHJI, YTO AOCTMXKEHMSI B KOHCEPBATUBHOM Tepamuu
3HAUYUTEJbHO OTPaHUUYMJIM TIOKa3aHWs ISl aJVIOTEeHHOM
TpaHCIUIAHTALlUMKU KOCTHOTO Mo3ra y 00oJibHbIX XMJI.

B noxknane J. Cortes (XbiloctoHn, CIIHA) «HoBbie
noaxoabl K JieueHUto XMJI» oTMeueHa Bbicokast addex-
TUBHOCTh TJMBEKa, C MOMOIIbID KOTOPOTO MOCTUTAETCS
6osee 80% I111O. OnHako B OOJBLIMHCTBE CAy4daeB IpU
aHaJiu3e MMHHUMaJbHON ocTaToyHOoit Oosne3nu (MODB),
Mo JaHHBIM IMoJuMepa3Hoil uenHoil peakuuu (I1LLP),
y GOJIBIIMHCTBA OOJBHBIX YIAETCS BBISIBUTH OCTAaTOUHBIM
neiiko3Hblii BCR-ABL-03UTHBHBIN KJIOH KJIETOK, YTO CO
BpeMEHEM MOXKET IMPUBOIUTD K PELIMIUBY U Pa3BUTHIO pe-
3UCTEHTHOCTU K TJIMBEKY.

Bce Oouibllie JaHHBIX YKa3biBaeT Ha TO, YTO paHHee
NOCTUXEHUE HE TOJbKO IIUTOT€HETUYECKOIro, HO U MoJie-
KYJISIPHOTO OTBETa yBEIWIMBAET BIKUBAeMOCTh. OCOOBIN
WHTEpPeC MPEACTABISIIOT HOBBIE MTOIX0IBI, KOTOPBIE MOIJIN
OBl YJIYYIINTh UMEIOIIMECs pe3yabTarhl JedeHus. K Hum
OTHOCSTCSI MOBBIILIEHWE M03bl IVIMBEKA U MCMOJIb30BaHUE
HOBBIX UHTMOUTOPOB TUPO3ZUHKUHA3.

IMoseimenue mo3sl uMaTuHUOa ¢ 400 1o 800 Mr/cyT
MMO3BOJISIET TPEONOJIeTh HEKOTOPble MeXaHU3MBI pPe3u-
CTGHTHOCTU W YJYUYIIUTh PE3yJbTaThl JICUCHUS y psaa
00bHBIX [2]. YcTaHOBIEHO, UTO B (ha3e akceaepauy Ha-
3HayeHue riuBeka 1mo 600 Mr/cyT MmoBbIIIAeT YACTOTY LI~
TOT€HETUYECKUX OTBETOB U OOIIYIO U O€3pELIMANBHYIO BbI-
XKUBaeMocTh [3].

AHanu3 pe3ysNbTaTOB KIMHUYECKUX UCTIBITAHUI TT0-
KasaJj, YTO paHHee HazHadeHue (6 Mec OT MOMEHTA auar-
HOCTUKM) BBICOKHX 103 riauBeka (800 mr/cyT) OOTbHBIM
XMJI npuBOIMT K MOBBILIEHUIO YACTOTHI KaK IIMTOTEHETH -
YeCKMX, TaK U MOJIEKYJISIpHBIX OTBETOB |3, 4]. YUepes 12 mec
Tepanuu B paHHel xpoHudeckoit aze XMJI rivBeKoMm 1o
800 mr wactota ITLIO cocraBuia 90% (n=158) npoTtus 78%
(n=39) y GOJIbHBIX, MOJYyYaBIINX CTAHIAPTHYIO 03y Mpe-
mapata (p<0,0003). YacTtoTa 3TUX OTBETOB HE 3aBHCENA OT
Bo3pacTa O0OJIbHBIX U TpyIIbl pucka mo Sokal. JleueHue
BbICOKMMMU J03aMU IVIMBEKa MPUBEJO K CHUXKEHUIO YacTO-
THI pa3BUTHUS TEPMUHATBHOM (a3bl 3a00JIeBaHUS 11O CpaB-
HEHUIO CO CTaHAapTHBIMU no3aMu. Yepes 12 mec Tepanuu
pacdeTHas BBDKMBaeMOCTh 0e3 TpaHchopMalluu COCTaBU-
na 94 u 99% cootBercTBeHHO (p=0,12) [3, 4].
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Cuuxenue ypoBHsi BCR/ABL-tpanckpunra Ha 3
mopsiaka (B 1000 pa3, BMO) TecHo cBsI3aHO ¢ Oe3pelu-
IMBHOM BBIXKMBAEMOCTbBIO 00JbHBIX. [Ipy HA3HAYEHUM BhI-
cokux ao03 raupeka (800 mr/cyTt) yepe3 12 mec Tepanuu
yactota BMO cocrtaBuia 64%, a yacToTa IOJTHBIX MOJIe-
KYJSIpHBIX OTBeTOB — 44 % 1ipoTuB 39 1 4% COOTBETCTBEH-
HO MpU JICUEHUU CTAaHJAPTHBIMU 103amu riauBeka [5]. On-
HaKO CJIeyeT OTMETHUTh, YTO BBICOKHME IO3bI INIMBEKa (KakK
rnepBasi JMHUS Tepamuu) TOKa OCTAITCS 3KCIEepUMEH-
TaJIbHBIM MeToaoM JedyeHus. [lokazaHUsIMKM K HazHaue-
HUIO BBICOKMX 103 TJIMBEKA CETOHSI CUMTAIOT HEAOCTATOU -
HBI OTBET Ha CTaHOApPTHYIO no3y TiuBeka B XD XMJI,
@A, BK u Ph'-nonoxurensubrii OJII [6].

Oco06oe BHUMaHUE ayIUTOPUU TIPUBJICKIU COOOIIIEe-
HUS O TIpeIBApUTEIbHBIX pe3yIbTaTax UCIIOJb30BaHUS HO-
BbIX MHTMOUTOPOB TUpO3UMHKMHA3. [Ipemapar AMNI107
(HUJIOTUHUO, TaCUTHA) SIBASIETCS XMMMYECKUM aHAJIOTOM
[JIMBEKa, OIHAKO ero akTUBHOCTb B 20—30 pa3 Bbilie. DTO
O0BSICHSIETCSl TEM, UTO MOJIeKyJla HUJIOTUHUOa OoJiee co-
OTBETCTBYET I10 CBOEI KOH(MUTYpAIIUU CTPYKTYpPE TUPO3U-
HOBOro kapmMaHa ABL-Tupo3umHKHUHa3bI, MeCTa, K KOTOPO-
MY TIPUCOEAMHSIETCS MHIUMOUTOpP, 4eM KOHdUrypauus
rMBeka. HU1oTuHUOG MHrMOMpPYET TUPO3UHKMHAZHYIO aK-
TuBHOCTh BCR-ABO-TUpPO3MHKMHA3bI U OOJIBIIMHCTBA €€
MyTauuii, 3a uckjawdeHuem T315] — 3amMeHbl TpUOHUHA
Ha M30JeHUuH B 315-1f MO3UIIUU MOJICKYJIBI TUPO3UHKHU-
Ha3Hl |7, §].

B ucnbitanus I/11 da3pl HUTOTMHMOA OBLIM BKIIIO-
yeHbl 106 60bHBIX XMJI, pe3UCTEHTHBIX K TJIMBEKY [9].
[TepeHocuMOCTh HMIOTMHMOA OblIa XOpolluei, MaKCu-
MajpbHas TepeHocumas go3a coctaBwia 600 mr 2 pasa
B cytku. Hambonee vacTeiMu TOGOYHBIMU 3 deKTaMu
OBLTM TeMaTOJOTUYECKUE, KETyT0UYHO-KUIIIEeUHbIE U KOX-
Hble. YacToTa reMaToIOTMYECKUX OTBETOB KoJiebantach OT
89% B XD XMJI no 44% B daze BK, a nuroreHeTnue-
ckux — ot 50% B XD 10 29% B PA n 22% B BK. Y 6071b-
HBIX, M3HavYajbHO uMeBlux myraunuu BCR-ABL, B 60%
ObLI ITOJIYYEH reMaTOoJIOTUYeCKUi 1 B 41% — LMTOTEHETH -
yeckuii oTeT [9].

Hazatuuu6 (BMS-354825) in vitro oOGnamaet
B 100—300 pa3 GoJiblleii aKTUBHOCTbIO B OTHOILIEHUM TH-
po3uHkuHa3bl BCR-ABL 1o cpaBHeHMIO ¢ UMAaTUHUOOM,
a TaKXXe aKTUBEH B OTHolleHuu Src-, c-kit-, PDGFRf-,
Lck-, Hck-, Fyn-kuna3. B ucnbitanusax 11 ¢aser nazatu-
HuUO HazHavyaau OOJbHBIM BceMu ¢dazamu XMJI, pesu-
CTeHTHBIM K riuBeky. Yacrora IO y GonbHBIX B XD,
DA, muenongHom u gumdbounHom BK/Ph'-momoxmu-
tenrbHOM OJIJI coctaBuia 87, 66, 55 u 46% cooTBeTCT-
BeHHO. Y 60abHbIX B X® yacrtoTa [1L1O cocraBuna 44%,
B nmo3gHux cragusax XMJI gyacrora BLIO konebanach oT
46 no 66% [10—12]. Ja3zatuHuG B 1IEJIOM MEPEHOCUIICS
XOPOILIO, JIMIIb Y HEKOTOPbIX OOJbHBIX OTMEYaIUuCh OC-
JIOXKHEHUS CO CTOPOHBI XEJyTOUHO-KUIIEYHOTO TpaKTa
u uutoneHuu. Y 10—15% GoJNbHBIX, TPEUMYIIECTBEHHO
¢ bK, ormeuancs miaeBpaibHBIM BBITTOT, 00bIuHO [—II
crerieHu. HecMoTps Ha BIieyaTIsiolIe pe3yabTaThl, ObI-
JIO CIeJIaHO 3aKJIYeHUE, YTO Aa3aTUHUO BPSIA JU CMO-
KET YHUUTOXHUThH BCE TMOKOSIIMECs JIeHKO3HbIE CTBOJIO-
BbIe KjeTku [13].

PanHve pe3yabTaThl KIMHUYECKUX UCITBITAHUI IBYX
OpYyTUX  UHruoutopoB  Abl/Src-kmHa3z  (SKI-606
u INNO406) sBisiorcs BecbMa MHOroo6emamomumu |14,
15]. CnocobHocTh cBs3biBaThesi ¢ BCR-ABL-kuHa3oit
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MOXET CTpazaTh MpPU W3MEHEHUU CTPYKTYpPHI «ITPUBpAT-
HUKa» KMHAa3HOro goMeHa — wmytauuu 13151, mostomy
npenapaTsl, MecTa CBSI3BIBAHUS KOTOPBIX HAXOISTCSI BHE
AT®-cBsI3bIBaIONIETO JOMEHA, MOTYT PEIIUTh 3Ty IIpobJie-
My. Haubosee OyaronpusiTHbIii B 9TOM OTHOIIEHUU TIPO-
bure wmMeeT MyJbTUKWMHA3HBIM WHruoutop VX680
(MK-0457), neiicTByroiiuii Ha KnHasbl aurora A u B [16].

W3 nmpyrux TepameBTMYECKUX TOIXOJ0B, KOTOPHIE
BO3MOXKHO UCIIOJIb30BaTh A8 apanukauuu MOB, paccma-
TPUBAIOTCSI UMMYHHBbIE MEXaHU3Mbl, KOTOpPbIE HUTPaIOT
BaXHYI0 pOJb B MONABIEHUU JEUKO3HOTO KJIOHA TMpHU
XMJI. Ceituac mpoxXoasT KJIMHUYECKHUE UCTIBITAHUS BaK-
LIMH C MCMOJIb30BAHUEM HYKJIEOTUAHBIX MOCIEI0BATEb-
HocTeil B Mecte coenuHeHust BCR-ABL [17,18], neiiko-
uutapHbix HSP70-nentuaaeix komriekcoB 1 [M-KCO-
CEeKPETUPYIOUIUX BaKIUH.

B cBoem nokiane «Dpa raubeka B Poccuu, Poccuii-
ckuit peructp O6oabHbix XMJI» A.T. Typkuna (I'HLL
PAMH) nonuepkHyJsia, 4To TiuBeK npumeHsiercss B Poc-
CHUU B TeUEHUE TISTH JIeT, CHavaIa Mo mIporpaMMe TyMaHU -
TapHOI MOMOIIIY, a B MOCJIEIHUI TOJ — MO CITUCKY JOTIOJI-
HUTEJBbHOTO JIEKAPCTBEHHOTO obecrneuyeHus . 3a 3TO BpeMst
BpayM HAKOTIMJIU OOJIBIION ONBIT JiIedeHUsT 00abHBIX X MJI
9TUM TipernapatoM. KiimHu4eckue pesyabraThbl, 0000IIeH-
Hble HecKoJibKUMU LieHTpaMu Poccuu (Mocksa — I'HIL
PAMH, HUWUOOT; Cankr-Ilerepoypr — CIIIT'MY; I'Kb
HoBocubupcka m ExaTepuHOypra), comocTaBUMBI C pe-
3yJpTaTaMu 3apyOexHbIX uccienoBaHuii. B Hacrosiiuee
BpeMsI OCHOBHOI 3amayeil SBJSIETCS BHEAPEHUE 3TOTO
OITbITa BO BCe permoHbl Poccun.

IlepBbIM 3TanoMm pelieHus 3TOI 3a1a4u CTaao co3/aa-
Hue dexnepanbHoro peructpa 60apHBIX XMJI. B HOs6pe
2004 . B peructpe ObLIM cBeneHUsT 0 2240 60gbHBIX U3 37
pPEruoHOB, JaHHbIE O KOTOPBIX ObUIM MpencTaBieHbl Ha Oy-
MaxHbIX HocuTtensx. K centaopio 2006 r. mpeacTaBieHbl
KOMITbIOTepHBIE 6a3bl U3 62 peruoHoB O 4233 GOJBHBIX.
KpaiiHe BaxkHO OTMETUTh He TOJIPKO yBEeJIMYEeHUE YucIia
OOJIbHBIX, BHECEHHBIX B PErUCTP, HO M M3MEHWBIIUIACS
crocob cbopa cBeleHuli: OT OyMaxKHBIX HOCUTENEH K dIeK-
TpOHHBIM KapTaM. [logydeHHbIe JaHHBIE SIBISIOTCS TIpe.-
BApUTEJbHBIMU, MOCKOJbKY B PErMCTpe MMEIOTCSI CBeJe-
HUS JIMLIb O MOJIOBUHE MPEArnojaraeMoro yucsiaa 00JabHbIX.
Ha cnenytonumii ron mnocrapieHa 3agaya MpoaHalIU3UpoO-
BaTh BBISIBISIEMOCTh M 3abojieBaeMocTh XMJI. OmHako
IlaHHBIC, KOTOpbIe ObLIM TonxydeHbl B 2004 T., MO3BOIMIN
B LIEJIOM OLEHHUTb CUTYalMIO C JEUEHUEM O3TON TPYIIbI
60JIbHBIX. B GosbimHCTBE pernoHoB (72%) JiedeHue Mpo-
BOAWJIOCH TPAAMIIMOHHO C TIOMONIBIO ITUTOCTATUISCKUX
npenaparoB (rujapea U muenocaH). Tepanuio uHTephepo-
HaMHU ¥ TJIMBEKOM ITOyJaiu 9% GOTbHBIX, JIeUeHUE TIINBe-
KoM — 16% (B OCHOBHOM 3a CYET NMPOTrpaMMbl TYMaHUTAP-
Hoit moMoinu). C suBaps 2005 r. Hayana padoty deaepab-
Hasi TporpaMma, Kotopasl cejajia J0CTYITHBIM J0POTroCcTo-
dguiee JeyeHue TaMBekKoM st 6ojbHbix XMJI mo mecty
npoxupaHus. K aBrycry 2006 . 1506 (64%) 60bHBIX TO-
JIy4ajv Teparnuio TIMBEKOM TI0 MECTY KUTEIbCTBA.

OpnHa u3 mpo6JyieM, BBISIBICHHBIX B MpoIlecce aHa-
J3a NaHHbIX, UMEIOIIUXCSI B PETUCTPE, — OTHOCUTENb-
HO TNo3aHsAs auarHoctuka XMJI B Hameilr cTpaHe.
VY GosbmuHCcTBa 60MbHBIX (75%) 3a001eBaHUE BBISBIIS -
eTcs MPU HAaJIWUYUK IBYX—TpPeX HeOIAarompusTHBIX TIPU-
3HAKOB, XapaKTepPU3YIOINX BBICOKUI PUCK MPOTPECcCu-
poBaHus XMJI.

AHasu3 CBeJIeHUI, COAepXKalUXCS B pErUcTpe, Moji-
TBEPAWJI, UTO JACTU OOJICIOT KpaiilHe peaKo, MearuaHa BO3-
pacta 6onpHBIX XMJI cocraBasier 53 roga. DTu OOJIbHbBIC,
Kak MpaBUJIO, He XOTIT ObITh MHBanuaaMu. Hago no0OuTh-
csl, 4TOOBl OecruiaTHOE JeYeHUe MOT IMoJydyaTh KaxKIblid
0o0sbHOI ¢ nuarHo3oM XMJI He3aBUCUMO OT TOrO, UMEET
JIM OH TPYIINY UHBAJUIHOCTU WUJIU HET.

[MaBHBIM TOCTOMHCTBOM JaHHOTO PETUCTpa SABJISIET-
Ccsl HE TOJBKO BO3MOXHOCTH KOJMYECTBEHHOIO yyeTa
00abHBIX XMJI, HO UM JOCTOBEPHOCTb JAMATHOCTUKU I10
JNaHHBIM LIUTOTEHETUYECKUX UCCIeI0BaHUI U OllEHKa Ka-
YecTBa JICUCHUs B perMOHAJIbHBIX LIeHTpaX. B Giukaiiiree
BpeMsl Ha OCHOBAaHUM JAaHHBIX, UMEIOIINXCS B PErucTpe,
MOXHO OyIeT oTpeaesiTh TOTPEOHOCTh B HOBBIX METOmaX
Tepanuy ¥ TPaHCIUIAaHTAllMX KOCTHOTO MO3Ta.

B cBoem coobOuieHuun «Bcepoccuiickuit mpoTokos
JIUEHUsI BHOBb JUArHOCTUPOBAHHBIX MallueHToB XMJI —
aHalIW3 W TpeaBapuTeJbHBIe JaHHBIE» TIpodeccop
A.K. ToneukoB (MOHUKW, MockoBckas 006.1.) npuBen
JNMHAMUKY BKIIOUeHUs naiueHToB ¢ XMJI B mpoTokoJ je-
YEHUS TJIUBEKOM.

Jleuenue mo nporpamMmme npoBoaUTCs 114 GONBbHBIM,
9(hHEKTUBHOCTD JIeYeHUS OlicHeHa Y 64 OOJbHBIX, LIMTO-
FeHETUUYECKUI OTBET MpOaHaJU3UpPOBaH y 55 OOJIbHBIX.
ITo pesynbratam 6-mecsyHoro yedeHuss IITO mosyuyeH
y 88%, yactuunblit — y 8%, He OBLJIO OTBeTa y 4 MalueH-
toB. [T1L1O 3apeructpupoBaH y 29% OOJbHBIX, YaCTUU-
HbII — y 35%, MUHUMaJIbHBINA — y 18%, OTCYyTCTBUE OTBE-
ta — y 18% maumeHToB. BBUIO MOAYEPKHYTO, YTO AaHHAS
rporpaMMa IO CYIIECTBY SIBJISIETCSI HayYHO-IPaKTUYe-
CKOU mporpaMmoii, HanpaBJIeHHOU Ha BHeapeHue apdek-
TUBHOTO MeToja JieueHusi 00JabHbIX XMJI B 1IMpokyio
KJIWHUYECKYIO MPAKTHUKY.

B cBoem mokname mpod. A.A. Macuan (PHUIT,
MockBa) 00001111 OMBIT CO3IaHUS MeIMATPUUECKOTO pe-
ructpa 6osbHbIX XMJI Poccuu, KOTOpBIit siBiisieTcsl BaX-
HBIM 3TAllOM BHEIPEHWST HOBBIX METOIOB JICUCHUS B IIH-
POKYIO MEANATPUIECKYIO TTPAKTHKY.

IMnenapHoe 3acemanue «MoJieKyasipHbIE OCHOBBI
JnekapcTBeHHOM Tepanuu XMJI» ObLIO MOCBSILIEHO LIMTO-
T€HETUYECKUM U MOJEKYJISIPHO-OMOIOTMYECKUM acMeK-
TaM IMarHOCTUKU U MoHUuTOpuHra MOB.

[Tpodeccop G. Saglio (Typun, Utanusi) B cBoeMm
BBICTYIUIEHMH TOBOPMJ O 3HAYCHUM KOJUYECTBEHHOM
oueHku MOB nipu XMJI u nipobiemax, CBSI3aHHBIX C pe-
3UCTEHTHOCTBIO U TEePCUCTHPOBaAHUEM O00Je3HU. bbuio
MOJYEPKHYTO, UTO MPOBEAEHMUE TEPANTUU ITMBEKOM HE00-
XOJUMMO TpoaoxKaTh naxe npu poctuxeHuu [1LO.
[Ipr 3TOM BO3MOXHO CHIXEHHE YPOBHSI TPAHCKPUTITA
BCR/ABL Ha 3 mopsnka m 0oJjiee, YTO CHUXAET PUCK
nmporpeccuu 3abojieBaHMS TPaKTUYECKU A0 Hyas [1].
Bonbiioe BHUMMaHue B A0oKJane ObLIO YAEJIEHO CTaHIap-
tusauuu oueHku BCR/ABo-TpaHcKkpunTa v BIpakeHUIO
€ro YpOBHSI B TPOILIEHTaX OTHOCHUTEJIbHO KOHTPOJBHOTO
reHa ABL.

B cBoem moxmame mpod. E.B. JlompaueBa (I'HLIL
PAMH, MockBa) oTMeTuJa, 4YTO B HACTOSIIEE BpeMsI pe3-
KO YBEJIMYMJIACh MOTPEOHOCTh B MPOBEACHUM LIUTOTEHE-
TUYECKMX HCCleqoBaHuil B OosblioM obbeme. Bo-mep-
BBIX, BceM 00JibHbIM XMJI HeoOX0AUMO MOATBEPAUTH AU~
arHo3 HajauyueMm Ph-XpoMOCOMBI U/UTN XUMEPHOTO TeHa
BCR/ABL. Bo-BTOpBIX, BCeM OOJBHBIM, IOJyYaOIINM
[JIMBEK, TPEeOYIOTCS TMOBTOPHBIE LIUTOTEHETUYECKUE MC-



CbE3Abl, KOHOEPEHLWUN, CUMNO3NYMDBbI

clieOBaHUs IJI OLICHKU 3 (PEKTUBHOCTH JICUCHUS 1 KOP-
peKUMU Ha3HaAYaeMbIX 103 B 3aBUCMMOCTHU OT MOJTYYEeHHO-
ro orBeTa. B CBSI3M CO 3HAYUTEIbHBIM YBEIUUYEHUEM IIPO-
MOJKUTEIbHOCTH XU3HU OOJIbHBIX YMCJIO LIUTOreHEeTUYEe-
CKUX McciienoBaHuii B Poccuu OyaeT nporpecCuBHO Hapa-
CTaTh, MOTOMY HEOOXOANMO YBETMYUTH MOITHOCTD LIUTO-
TeHETUUYECKOI CIIyXXOBI B cTpaHe. B mepBylo oyepenb He-
00XOIMMO YKPEIIUTh CYIIECTBYIOIINE LIEHTPBI U YIYUYIIUTH
B3aMMOJIECTBUE MEXIy HUMU. Bolbllioe 3HaYeHIE UMEET

OHHBIMU 3a7a4aMU SIBJSIOTCS BKJIIOUYEHUE LIUTOTeHeTHuYe-
CKOTO HCCJIeOBaHUS B CTAHAAPTHI IUATHOCTUKU U Jieue-
HUSI OHKOTeMAaTOJIOTUUECKUX 3a00JIeBaHUIA, a TaKXe YyT-
BepXIEeHHE CIEelMaTbHOCTA Bpaya-IIUTOTEeHETMKA OHKO-
reMaToJIOTUYeCcKOro npoduis.

Takum ob6pa3oMm, B xole pabOThl MEXAYHAPOAHOTO
¢opyma no Borpocam JyieueHus1 XMJI B pa3HbIX permoHax
Poccuiickoit denepalinu OBIIO OXapaKTepU30BaHO COBPE-
MEHHOE COCTOSIHME IPOOJIeMbl U OMpeAceHbl MalbHeli-
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IOBEUNEN

HAWW NO3APABNEHUA —
npoheccopy M.A. BonkoBoi

B mMapre oTMeTHIa 100MI€li M3BECTHBIN 0TEYECTBEHHDII T€MATOJION,
yuennua M.A. Kaccupckoro npodeccop M.A. Boakosa.

Maiist AnnekcaHIpoBHA MOCBATHIA Ce0sT OMHOMY U3 CaAMBIX CIIOXKHBIX
pa3mesioB MEIUIIMHBI — OHKOreMaTojjoruu. CTpeMIIeHUe TIOHSITh

¥ IIPUMEHUTH Ha MPaKTHKE COBPEMEHHBIE JOCTUKEHMST TeMATOJIOTUH,
MHTEpeC K HayKe — OTU BaKHBIE U1 Bpaya M YYEHOTO Ka4yecTBa B BbI-
covaimreit creneHy mpucymy M.A. BoiKoBoI, YTO BEI3BIBAET yBaXKe-
HYE KOJIJIET W CITY>KUAT MMPUMEPOM IS €€ Y4eHMKOB. OHa MOCTOSTHHO
CTPEMUTCS MPUOOIIUTDL K HAYyYHOI pabOTe MOJIOIBIX Bpayeid.

O BBICOKOM aBTOpUTETe Maiin AJeKCaHIPOBHBI CBUIETEIbCTBYIOT €€
ycmenrHas padota BO MHOTHUX OT€YECTBEHHBIX HAyYHBIX OpPTaHU3AIINIX,
a TakKe 00JIbIIION MHTEpEC YUEHBIX K ee myoaukaiusM. [Ipodeccopa
M.A. BonkoBy OTIMYalOT OJIeCTSIIAas SPYIULIMS U BbICOUYANIIINIA ITPO-
(eccuonanmsm, TpedbOBATETHLHOCTH K ce0e U paboTe CBOMX KOJUIET.

ITom ee pyKOBOICTBOM BBHITIOJTHEHBI KAHIUIATCKIE TUCCEPTALIII

u omyoikoBaHo 0osiee 300 HayYHBIX TPYIOB, CPENN KOTOPBIX [JIABBI

B PYKOBOACTBaX, MoHorpaguu. Hacrosiym coObITHEM JIST OTEYECT-
BEHHOI TeMaTOJIOTUM CTAJIO ITIEPBOE B HAIIICH CTpaHe PYKOBOICTBO IS
Bpayveil Mo KIMHUYECKOM OHKOT€MAaTOJIOTUH, BBIIIEIIICe IO PeIaKII-
et M.A. BonkoBoii.

Cotpynauku POHIL um. H.H. bioxuna PAMH, Bcs rematonoruye-
CKasl 00I1IeCTBEHHOCTb, pelaKLIMOHHAsSI KOJLIeTHs XypHana «OHKoreMa-
TOJIOTHST», TJIABHBIM PEIaKTOPOM KOTOPOTO siBjisieTcs Maiist AjleKcaHI-
poBHa, M3narenbckuii noM «AbB-mipecc» ¢ 60bI1101 panoCcThio MPUCO-
eIMHSIOTCS KO BCEM ITO3APaBICHUSIM, KOTOPBIE IMOJIy4aeT I00WIsIp.

ITo3apasasiem Bac, noporasi Maiisi AleKCaHIpOBHA, C 00MIEEM
M OT BCEJi Iyl JKeJiaeM J00pPOro 310p0Bbsl, CYACTH,
ycnexoB B Bainieii HeJierkoii 1 B BbICIII€i CTeNIeHH OTBETCTBEHHOI padore.



