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ocTmKeHnsi 6UOIOrMYECKON HayKu, NPUBEALIME K PacluMppPOBKE reHoma u GOpPMUPOBaHMUIO MOCTTEHOMHOM K/IETOYHOM
pPEerynsumMm pasBnTrs YeJ10BEKaA, MPMUBEN K BbIJETIEHMIO B neguaTpumn HOBOH crieLmaibHOCTU JETCKOro reMarosiora/0HKo/10-
ra. KnmHuyeckune nccnegoBaHms B JETCKOHM reMaTosiornm/OHKOIOrMY HarnpaB/eHbl Ha U3yYeHME naToreHesa n pa3paboTKy
Hay4HO 060CHOBaHHbIX METOAO0B ANArHOCTUKU U JIEYEHUS] HAC/IEACTBEHHbIX M MPUOBPETEHHLIX 3a60/1€BaHMI KPOBU M UMMYH-
HOV cUMCTEMbI, OHKOJIOrMYEeCKUX 3a60/1eBaHMI y /104a, HOBOPOXXAEHHbIX, pe6eHKa 1 MogpocTKa. MexancumnninHapHbIi nog-
X0[ B HayKe U opraHm3aumm paboTbl OTAENEHUI ETCKOM remMaToormm n OHKO0rMm Ha 6asax MHOronpoQUIbHbIX ETCKUX
60/1bHML MPUBEN K BbigawolmMmMes: pesynbtataM. B ctatee npeactaBaeHbl Hanbosee 3Ha4YMMble Hay4YHbIe W MPaKTUYeCKue
JOCTMIKEHUS] OTEYECTBEHHbIX Y4EHbIX M BPayel B AMArHOCTUKE U IEYEHUN FeMaTO/IOMMYECKMX U OHKOJIOMMYECKMX 3a60/1eBa-
HWIA y JeTen n NogPOCTKOB.

Knro4eBble cnoBa: eTcKas remaTtosiormsi, UMMYHOJIOM 1S, OHKOJIOMMSl.

B oTnmume ot 06Lien rematonornm, TEOPETUHECKON OCHO-
BOW KOTOPOW SIBASETCH YYEHUE O KPOBETBOPEHWWU W €ro
perynaumu, LeTcKas rematosiorusi Kak Hayka 6asupyert-
CSl Ha M3YyYEeHUW OHTOreHe3a KPOBETBOPHOM M UMMYHHOM
CUCTEM, TMCTOrEHEeTUYECKM CBA3AHHbIX €4MHON CTBOI0BOWM
KNEeTKoW W, cnefoBaTelbHO, XapaKTEPUIYILWNXCS 0OLM-
MW NyTamu ee AMPOEPEHUMPOBKU M MUTpaLMK, 3aKo-
HOMEPHOCTSIMW CTaHOBNEHUS, QYHKLMOHUPOBAHUA, Tep-
MWHaNbHON ANDDEPEHLMPOBKM M anonto3a KIETOYHbIX
CTPYKTYp, 06ecneymBaiolnx GUOXMMUYECKUMA U UMMYHHbIN
roMeocTas, TKaHeBOe AblxaHue U perynsaunio Metabonms-
Ma. [eTcKas remMartonorus M3y4aer, NOMWMO MpPOYero,

A.G. Rumyantsev

MONEKYNAPHO-OMONOrMYECKNE U TEHETUYECKUE OePeKThl
GYHKLMOHMPOBAHMA KNETOK KPOBU U UMMYHHOM CUCTEMBI,
npuBoASLME K Pa3BUTUIO MMMYHOAEDULMTHBLIX COCTOS-
HWN, ayTOMMMYHHbIX 3abofieBaHUi, onyxonem u MHOEK-
UMA MMMYHHOW cucTeMbl. KanHW4YecKue wccnefoBaHus
B remaTto/siorMuM HamnpaBieHbl Ha W3y4YeHuWe natoreHesa
HacneACTBEHHbIX U MPUOBPETEHHbLIX 3ab0NeBaHUn KPOBU
M UMMYHHOW CUCTEeMbI Y Mioga, HOBOPOXKAEHHOMO, pebeH-
Ka, MoAPOCTKa WM B3POCAOro YenoBeKa, a TaKkKe Ha pas-
pabOoTKy Hay4yHO O6OCHOBAHHbIX METOAO0B MPOPUNAKTUKM
M nevyeHns aTux 3aboneBaHni ¢ y4eTOM NOSIOKEHUN AOKa-
3aTelbHON MeanLMUHbI.

Federal Scientific Clinical Center of Children’s Hematology, Oncology and Immunology, Moscow

Scientific progress and perspectives of children’s
hematology/oncology development

Progress of biology leading to the decoding of genome and forming of post-genome cell regulation of human development, resulted in
separation of new pediatric speciality: children’s hematologist/oncologist. Clinical studies in children’s hematology/oncology are
dedicated to study of pathogenesis and development of scientifically-based methods of diagnostics and treatment of hereditary
and obtained diseases of blood and immune system, oncological diseases of newborns, children and adolescents. Interdisciplinary
approach in science and organization of service in children’s hematology/oncology departments on the basis of multisectoral children’s
hospitals led to significant results. The article presents most significant scientific and practical achievements of Russian scientists and
doctors in diagnostics and treatment of hematological and oncological diseases in children and adolescents.
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TecHasi CBAA3b MMy Hay4yHOM W MpaKTUYECKOW remaTto-
JIOTUEN U MMMYHONOrMEN NpocnexuBaeTcsa yxe 6osnee
100 net. Ha nepBbIx 3Tanax OHa pa3BuBanacb B BuUae
y4yeHusa o daroumTose, rpynnax KpoBU U aHTUreHax TKaHe-
BOM coBMecTumocTu. C MomeHTa Bbiaenenus T u B num-
dounToB, onpeaeneHnus poau aHTUreHNPe3eHTUPYHoLWMX
MaKpodaros B MMMYHHOM CUCTEME, OMUCAHUS KlacTepoB
M FEeHETUYECKUX MapKepoB AMPOEepeHUMPOBKM KIETOK-
npeawecTBEHHNKOB KPOBETBOPEHUS U MMMYHHOW cuUCTe-
Mbl, BbIACHEHUSI POIM TOPMOHOB, KOJIOHUECTUMYIIUPYIOLLUX
GaKTopoB, MONEKyN aare3vu, UMTOKMHOB M CTPOMasIbHOro
MUKPOOKPYKEHUS B GYHKLIMOHUPOBAHUKN CTBOJSIOBBIX KIIETOK
KpPOBETBOPEHUA HameTunacb 3PpPeKTMBHaAsa MHTerpaums
3TUX OBYX pas3fenoB MeAuUMHbl M 6MOoNornn. YKasaHHble
W Apyrue oTKPbITUS YCKOPUAN MNPOAYKTUBHbIE UCCIEA0BaHUSA
B 061aCTU K/IETOYHbIX OCHOB WMMMYHOJIOTUWU, OHTOreHesa
UMMYHHOW CWUCTEMbI, AeTanu3auumn HacnegyembiX, BPOX-
[EHHbIX U MPUOBPETEHHBLIX UMMYHOAEDULMUTHBIX COCTOSHUI
(MAC) y oeTten n NOAPOCTKOB, CNoco6CTBOBaANM Hay4HOMY
060CHOBAHUIO HOBbIX TEXHOJIOTMI AMArHOCTUKM U NIeYeHuUs
3ToM rpynnbl 60MbHbIX. [1py 3TOM B OTAMYME OT Knaccuye-
CKOW MMMYHOJIOTMU, TWaTebHOMY U3Y4EHWUIO NOABEPTIUCH
reMonoaTUYECKME U UMMYHHbIE KNETKU-NPEALLIECTBEHHUKM,
a TaKkxe GopMbl UX B3aUMOAENCTBUA C IPDEKTOPHBLIM 3BE-
HOM MMMYHHOTIO OTBETa.

UmmyHOoAEeDULIUTHBIE COCTOAHUSA

Ons n3yveHua natoreHesa UAC B denepanbHOM HayyHO-
KIMHUYECKOM LEHTpe AEeTCKOM remMartosiorMum, OHKOOrMu
M MMMYHONOTMM OpraHnM3oBaH NEepPCOHUPULMPOBAHHbIN
perucTp naumeHToB C TaKUMK COCTOSIHUSAMMU, BKITIOHAIOLWNI
pe3ynbTaTbl OLLEHKM MMMYHHOIO U FEMaTO/I0rMYeCcKoro cTaTy-
ca, MyTaLMOHHOro aHannaa U CEKBEHNPOBAHUA KOMMNNEMEH-
TapHon JHK. Peructp no3sonna o6beanHUTb MHGOpMaLmio
o 30 dopmax MUAC, wecTb M3 KOTOpbIX (06was Bapua-
6enbHas UMMyHHasi HE4OCTaTOYHOCTb, rnnep-IgM cuHapom,
cuHapom Buckotra—Ongpuya, cuHapom HurmereHa mn ayto-
UMMYHHbIN nuMbonponndepaTtuBHbIM CUHAPOM, AebUuUT
C1-1MHrMéuTopa KoMmniaemeHTa) NoABePrInUCh YriyeneHHOMY
Hay4YyHOMY aHanuay. Tak, npu obuien BapuabenbHON MMMYH-
HOM HeJOCTaTOYHOCTU OblN BbIIB/IEH FEHETUYECKUM AedEKT
B BW/€ MYTAHTHOIO reHa, MHAYLMPYEMbIN KOCTUMYIATOPHOWM
mMosnekynon (ICOS), Haxoaswencs Ha QIMHHOM nfieye 2 Xpo-
MOCOMbI. 3Ta MOJIEKY/la AKCMPECCHMPYETCS aKTMBUPOBAHHbI-
My T numdoumTamu, Nnpuyem B3aMMoaenCcTBUE C NUraHaoM
Ha B numdouuntax HeobxoaMmo Ans nosgHen anddepen-
LUMpPOBKM B KneTtok n o6pasoBaHus B KneTok namatn. Xots
obuaa BapuabenbHasd UMMyHHas HeAOCTaTOYHOCTb OTHe-
ceHa akcneptamun BO3 B rpynny NAC ¢ npenmMylecTBeH-
HbIM HapyleHWEeM MNPOAYKLMW aHTWUTEN, HalW UccreaoBa-
HUS MOKas3anu, YTo HapylweHUs T-KNeToOYHOro UMMYyHUTETa
B 3TOM C/lydae sBNSIOTCA NEPBUYHbIMU, a AedeKTbl Npo-
OYKUMU UMMYHOTNOBYNNMHOB B KneTkaMn — BTOPUYHbI. ITU
Habl0AeHNA BaXKHbI C TOYKMU 3peHUs Tepanuu 3a6oneBaHuns
Kak KoMbuHupoBaHHoro MAC. HepaBHO oGHapy»KeHHas
y 10% 60nbHbIX 06uWen BapuabenbHOW MMMYHHOW Hepao-
cTaToqHOCTbio MyTauusa reHa TNFRST 13B, Koaupytouwero
TpaHCMEeMOpaHHbIM aKTUBATOP KanblLMs, SKCNpeccnpyemMbii
B numdoumtamm m obecrneymBalollero B3aMMOJENCTBUE
C MakpodaramMu M AeHAPUTHBIMW KNeTKaMu, Mo CyLLeCcTBY
noATBEPKAAET KOMOUMHUPOBaHHLIM BapuaHT NAC npu Ku-
HUYECKM reTeporeHHon popme 3abonesaHus.

McenepoBaHua y naumMeHToB ¢ runep-1gM cuHgpomMom, Haps-
[y C WM3BECTHbIMW TyMOpalibHbIMU AedeKTaMu, BbIIBWUIU
MHBepcHo oTHoweHns CD4+/CD8+ KNeToK, NoBblleHWe
cogepxaHms NK KNeToK M To4YeYHble MyTauuu reHOMHOM
CTPYKTYpbl raHaa CD40, Hapywatouwme andpdepeHLnpoBKY
B numdoumntoB B IgM-npomyumpylolme KIeTkn npu B3au-
MoaencTeuun ¢ T ammooumTaMmn. 3To 06bACHAET UBMEHEHNE
PE3UCTEHTHOCTU K GaKTepuanbHbiM, TPUOKOBLIM U OMMop-
TYHUCTUYECKUM WHOEKUMAM W pasBUTUE aYTOMMMYHHbIX
3aboneBaHni y Taknx 6onbHbIX. CneacTBUeM HeaeKBaTHOIoO
MMMYHHOIO OTBETa Ha BHYTPUK/IETOYHbIE MATOreHbl y nauu-
€HTOB C runep-IgM cuHapOMOM SABASETCS pa3BUTUE CKIle-
PO3MPYIOLLErO XONaHrMTa U Hecneumdu4eckoro A3BEHHOro
KonuTa, UMeLWnx HebnaronpuaTHbIM NPOrHO3.

B pesynbtate MONEKYNAPHO-rEHETUHECKUX WUCCNefOoBaHUM
60/1bHbIX C CMHAPOMOM XPOMOCOMHbIX MOSIOMOK Huime-
reHa — MMmyHogedunumnTa, KoTopbi 6051€e 4eM B NOJIOBUHE
CNy4yaeB 3aBepluiaeTcs pas3BUTMEM OMNyxonu, onpeaeneHa
HoBas MyTauus reHa Nbsl (657 del 5), xapakTepHasa ans
pycckon nonynsuuu. Kpome Toro, BblAeneHbl HEM3BECTHbIE
paHee HapyweHus GYHKLMOHMPOBaHUA TesloMep, NoKasaHa
BO3MOXHas poJib reTepo3nroTHOro HOCMTENbCTBa MyTaLMu
657 del 5 B pa3BuTUK annacTUYECKUX aHEMUMN, HEWUTpoNe-
HUN, TPOMOOLIMTONEHUN U 3/1I0KAYECTBEHHbIX NTMMOONPOSU-
depatuBHbIX 3a60/1€BaHNI Y AETEN.

B 1995 r. 6bin onucaH paHee HEM3BECTHbIN AeDEKT UMMYH-
HOM perynauun — ayToMMMYHHbIM Jinmbonponudepatus-
HbIM CWUHAPOM, KIMHWYECKas CUMMNTOMaTUKa KOTOPOro
nposiBAsNacb covyetaHnem nmmodonponndepaTtMBHOro CUH-
[poMa C ayTOMMMYHHbIMW MOPaXKEHUAMW KULIEYHMKA, Neye-
HW, CYCTaBOB M [pyruMx opraHoB M cuctem. OnpeaeneHsbl
XapaKTepHble AWMAarHOCTUYECKME KPUTEPUU ayTOMMMYHHOIO
numoonponndepaTMBHOrO CUHAPOMA: MHBEPCUS OTHOLLEHNUS
CD4+/CD8+ KneToK, NOoBbIWEHWE COOEPKAHUA aKTUBUPO-
BaHHbIX T 1 B numdoumntoB, NK KNeToK n pe3koe yBesnu-
yeHune ABOMHbIX HeratuBHbIX (CD4-/CD8-) T Knetok, Hapy-
WweHne anonto3a nepudepuyecknx MOHOHYKSIeapoB Mpw
WMHOYKUMK aHTUTEenaMm K Fas-peuentopy, MyTaumm B reHax
Fas, kacnaz 8 u 10. BbiiBNeHHble TUMbl MOJEKYASAPHO-
rEHEeTUYECKUX PaCCTPOMCTB MPU ayTOMMMYHHOM nUMeo-
nponudepaTMBHOM CUMHAPOME NO3BONMAM pa3paboTaTb
andodepeHUMpoBaHHbIe MPOTOKONbI JIeYeHUs, 3aBuUCcALLME
OT CTENEHU MyNbTUOPraHHOro MOpaXKeHUs U BKIOYaoLwme
LMKIIOCNOPWH, aHTUTena K aHtu-CD20 (puTykcmumab), cnne-
HOKTOMMIO U, B OCOBO TSXKENbIX cllydasx, TpaHChNaHTaumio
remMornoaTMYeCKMnX cTBoNOBbIX KNeToK (TICK).

Y 60nbHbIX ¢ cMHAPOMOM BuckoTTa—Ongpuya ycTaHOBAEHO,
YTO KIACCUYECKUM CUHAPOM, MPOSABASIOLMIACA MUKPOTPOM-
60OUUTOMNEHNEN, IKIEMON U UMMYHOAEDULIUTOM, UMEET TOHHO
YCTaHOBNEHHbIN fedeKT reHa B XxpoMmocome 11.23, KOHTPOIU-
pylouiero cuHTe3 6enka WASP, akcnpeccupytowerocs MCKIto-
YUTENIbHO Ha KIeTKax remMonoatuyeckoro psga. Mytauuu
reHa WASP BK/1O4aloT BECb BO3MOXHbIVA CMEKTP reHeTuye-
CKMX PacCTPOMCTB: MUCCEHC, HOHCEHC, AeNeLunn, UHCEPLUH,
MyTaLlMu KNeTo4YHOro cKkeneta. B nocnegHee Bpems BbisBe-
HO M onucaHo 15 HoBbIX MyTaumi B reHe WASP, yctaHoBnEH
naTtoreHe3 MMKpPOTPOMOGOLIMTONEHNN (AEPEKTBI CKENeTa Mem-
6paHbl), ABASIOWMNCA MPUYMHOM NOBLILLEHHOIO pa3pyLleHus
TPOMOOLIMTOB, BMepBble NOKa3aHa MO3anyHOCTb AMM@OLM-
TOB MO YPOBHIO aKcnpeccun WASP, 4TO MOCNYKWMNO OCHOBa-
HUMEM K MoAennpoBaHuio 3PpdEKTOB reHHOW Tepanun n/unm
TICK y 6051bHbIX ¢ cMHAPOMOM Buckotra—Ongpuya.



[na cuctembl KOMMJIEMEHTa YCTaHOBJ/IEHbI M OMUCaHbl BCE
AedeKTHble TeHbl, TOKaNIM30BaHHbIE Ha ayTOCOMHbIX XPOMO-
comMax (KpoMe reHa nponepaunHa). B uenom, gedeKrbl paHHUX
dpakunin KomnnemeHta (C1-C4) conpoBoXaatoTca pa3Bu-
TUEM ayTOMMMYHHbIX 3ab0neBaHUin, TaKUX KaK CUCTEMHas
KpacHasi BONYaHKa, lOBEHW/bHbIM PEBMAaTOUAHbLIA apTPWT,
y3€NKOBbIN nonvaptTepunt. [JedeKTbl TepMUHANbHbIX KOM-
NOHEHTOB KomnaemeHTa (C5-C9) npegpacnonaratoT K pas-
BUTUI0O MEHUHIOKOKKOBOM MHbEKLUKUU. MccnefoBaHUa 3Kce-
nepuMeHTasIbHbIX XXMBOTHbIX, HOKAyTMPOBAaHHbIX MO 6enKam
CUCTEMbI KOMMNAEMEHTa, MO3BOMUAM OnucaTb NaToreHes
M 060CHOBaTb Tepanuio HacneACTBEHHONO U MpPUOBPETEH-
Horo peduumTta ClLl-MHrMOGUTOpPa KOMMIEMEHTa, COMpPOBO-
OAKWErocs XW3HeonacHbIM aHrMOHEBPOTUYECKUM OTe-
KOM, Onpefenntb MMMYHONOTMYECKME KPUTEPUWU TAXKECTH
TeYeHUs CUCTEMHOM KpacHOW BOMYaHKMW, AMarHOCTUYeCcKoe
W MPOrHOCTUYECKOE 3HayeHWe KOMMIEeMEeHTapHbIX 6enKoB
B pa3BUTUU THOMHO-BOCMANUTENbHbIX 3aboieBaHUi y AeTen
paHHero Bo3pacTa.

NcecnepoBaHus aeten ¢ gedexktamun Gparoumtosa U rpaHyno-
UMTapHbIMX CUHAPOMaMW KOCTHOMO3roBOW HEAOCTaTO4YHO-
cTu BbisBUAKU 605ee 30 reHHbIX 4ePEKTOB € X-CLIEMSIEHHbIM,
ayTOCOMHO-JOMWUHAHTHbIM M @yTOCOMHO-PELIECCUBHbIM Hacne-
foBaHveM. JTO MO3BOAWMNO pas3paboTaTb MOJEKYNSAPHO-
reHeTUYEeCKM anroputm anddepeHumanbHON ANarHOCTUKK
1N 060cHOBaTb AnddepeHumanpHyo Tepanuio 3TOM rpynnbl
60nbHbIX. ONpeaeneHbl KPUTEPUU MMMYHHbIX HEMTPONEHWUN:
Hann4yme aHTUrpaHyNoOLUUTaPHbIX aHTUTEN B COHETAHUU C HEN-
TponeHnen noTpebneHnss U CHUKEHUEM T[pPaHyNoLUTapHO-
MOHOLMTaPHbIX KONOHWeobpasyowmx egnHuy, (KOE-F'M) npu
KyNbTUBUPOBAHUN KOCTHOrO MO3ra B CUCTEMe «arapoBas
Kanna — »uakas cpefar. PaspaboTtaHbl U BHEAPEHbI B MpakK-
TUKY NPOTOKO/Ibl N€YEHUS NALMEHTOB C PAAOM FrEHETUHECKUX
(Mcnosib30BaHWe rpaHynoLUTapHOro KOJOHWMECTUMYNIUPYIO-
wero daktopa, TFTCK) U MMMYHHbIX (MPUMEHEHWE LMKIO-
crnopuHa, UHbGNMKCMMaba, aHTULMTOKMHOBBLIX MpenapaTtoB)
HEWUTPOMEHMN.

Oco6yto rpynny MAC npeactaBnsoT aedeKTbl, ABASIOLWLMECS
cneacTBMEM WUMMYHHOW AMCPErynsiuuu, paHee onucaHHble
B rpynne ructMoumMTo30B. K HMM OTHOCATCH NEPBUYHbLIN
(B TOM yncne cemenHbin) remodaroymTapHbli TMMOOrncTno-
umtos ([N — rpynna 3aboneBaHni Makpodaros, xapaKkre-
puayloWmnxca gedeKTaMmn n HEKOHTPOIMPYEMOW aKTUBaLIMEN
T numdountoB B OTBET Ha MHPeKUMo. Kak pedynbrart, npo-
WUCXOAMUT rMnepnpoayKLma NpoTMBOBOCNANUTENbHbIX LIUTOKMK-
HOB, CUCTEMHbIV 3G PEKT KOTOPbIX 0OYC/IOBINMBAET TKAHEBLIE
W OpraHHble MOBPEXKAEHUS, NPOSBASIOLMECH NMXOPALKON,
renaTtocnjeHomeranmMen, AByX- WM TPEXPOCTKOBOWM LIUTO-
NneHnen, runepTpurnuepuaeMmen, rmneponanpyomnHemu-
en, rMnodnbpuHOreHeMmnen, HeBPOIOTMYECKUMM Hapylle-
HUAMM, YTO NPUBOAUT K dbaTanbHOMY ncxoay. Hecnoco6HOCTb
NK KneTok ocywectBasATb 3PPEKTUBHbIE LIMTOTOKCUYECKME
GYHKUMM ABASETCS YHUMBEpPCaibHbIM GEHOMEHOM MpU 3TOM
3abofieBaHMM W CBA3aHa C MyTauuen reHa nepdopuHa
(PRF1). Mopdonornyecknm cybetpatom [T aBnsgetcs num-
doructnoymnTapHaas uHOUNbTPauua ¢ remodaroynTo3om,
NPeMMyLLECTBEHHO B KOCTHOM MO3re, ceneseHke, 1uMdo-
y3nax, UHC, neyeHu, Tumyce. CpeaHas Npoao/IKUTENbHOCTb
M3HU Yy 3a60/1EBLUNX 4O BHEAPEHMSI COBPEMEHHbIX MPOTOKO-
JIOB XMMMO- U UMMyHOCynpeccuBHoM Tepanun n TICK cocTtaBs-
nsana 2—3 mec. B ¢BA3KU ¢ 3TUM B Hallen KIMHUKE BNepBble
B CTpaHe npoBefeHa CpaBHUTENbHas OUEHKa 3QPeKTUB-

HOCTU MEXAYHapOAHbIX NMPOTOKOOB XMMUOUMMYHOTEPanuu
n annoreHHon TICK. MNokazaH 50%-1 3addPeKT XMMnonm-
MYHO- 1 COMPOBOAMUTENIbHOM TEpanuu 1 abCoNoTHbIN 3bderT
TICK: 14 13 14 60nbHbIX BbIXXWAK, B TOM 4yucie 3 u3 3 npu
HepoacTBeHHon TICK.

B otnnyme ot 1IN ructmoumntos mM3 KIETOK JlaHrepraHca
UMeeT cneunduyeckne UMMYHOTUCTOXMMUYECKUE MapKe-
pbl NOBpexaeHns MakpodaroB — CLla-aHTUrEH M rpaHy-
bl BupbeKa npu 3NeKTPOHHOW MUKpOCKonuu. ocne BHe-
APEHUSA NMPOTOKONOB XMMUOTEPanuUn B Ne4eOHYI0 NPaKTUKY
npu Haubonee TXenblX MOJAUCUCTEMHbIX FMCTUMOLMTO3ax
ob6lwas 1 6e3peunaMBHas BbIXKMBAEMOCTb GO0MbHbIX COCTa-
Buna, cootBeTctBeHHo, 80 u 60%. TpaHcnnaHTaums CK
3bPEKTUBHA Yy PE3UCTEHTHbIX OO/bHbLIX C HEIPODEKTUBHO-
CTblO CMCTEMHOM XxMMuoTepanuu. MccnepgosaHus B Poccuum
Mo rMCTMOLMTO3aM Yy [leTel BbIMOMHEHbI B paMKax MexayHa-
POAHOrO COTPyAHMYECTBa C KOOMEepaTMBHOM MEXAyHapoa-
HOW rpynmnomr no nevyeHuto 3Toro 3aboneBaHus: 06CyKaeHbl
pe3ynbTaThl evyeHns 866 aeten B Bo3pacte oT O o 18 net
M NOKa3aHa MAEHTUYHOCTb Pe3y/bTaToB NPU UCMOb30BaHUK
MEXAYHapOAHbIX MPOTOKOI0B XMMUOTEPanuK.

B TeyeHne nocnefgHero AecaTUNETUS onucaHa rpynna pegkmx
HacneaCTBEHHbIX 3a60/1eBaHUM U CUHAPOMOB, XapaKTepuay-
IOLLMXCS HapylLeHWeM perynaTopoB BocnaneHus. Mpu atom
y NauMeHTOB He onpeensgoTcs Npu3Hakun ayToOMMMYHHOMN
arpeccuun (aytoaHtutena, ayropeaktvBHble T nnmdouunThl).
K aTol rpynne aytoBoCnanuTeNbHbIX 3a60feBaHW OTHO-
CATCA CceMelHas cpeauM3eMHOMOpPCKas nmMxopadka (nepuo-
anyecKas 60ne3Hb), NepUoAUYECKUA CUMHAPOM, acCOoLMUPO-
BaHHbIN ¢ AedeKToM peLienTopa daKkTtopa HEKPO3a OMNyXosu,
runep-1gD cuHApOM, ceMenHas X01040Bas KpanueHUUa U ap.
MpUHUMNMaNbHO BaXKHbIM AN KIMHWKKM OKa3anocb TO, YTO
reHeTuyeckue fedeKTbl, OTBETCTBEHHbIE 3@ NPOTEUHbI, yya-
CTBYWOLME B peaKuusix BocnaneHus (Hanpumep, aedeKTbl
MUPUH-TPAHCKPUNLMOHHOIO daKTopa MUENOWUAHbIX KIETOK,
orpaHuMynBaloOWEro AencTBMe MNPOBOCMNANUTENbHbIX LMTO-
KWMHOB), BbI3blBAlOT aKTMBaLMIO LMTOKMHOBOrO Kackaja,
HecneundUYecKyto CTUMYNAUMIO aHTUTeNnoreHesa, MnoBbl-
lieHWe ypoBHSA OenKoB OCTPOM dasbl BOCMaNeHWUs U amu-
novaa A, 4TO NPUBOAMT K PasBUTUIO BTOPUYHOIO aMu-
nonposa AA-TMNa C MNPEUMYLLECTBEHHbIM MOPaXeHnem
novyexk. CMHAPOMbBI, accoLMMpOBaHHbIe C MyTauMen reHa
CIAS-I (Takue, Kak cuHapom Makn-Bennca, cemenHbin
X0JI040BOM ayTOBOCNANUTENbHbIA CUHAPOM, MIadeHYECKUI
KOXHO-apTUKYNAPHBIN CUHAPOM), CBSi3aHbl ¢ AedeKTamu
KpUonupuHa, 3aKcrnpeccupyemMoro noammopdHoaaepHbIMK
nmmooumnTamm M xoHapouutamu. 3ToT 6eNoK MHAyuupyeT
npolecc Metabonuama npouHTepnenknHa 1 ¢ o6pasoBa-
HUEM ero akKTMBHOM GopMbl. MoneKynapHO-reHeTU4ECKUM
aHanuM3 no3Bo/n/ 060CHOBaTb AUbPEpeHLUpPOBaHHbIE
METOAbl NeYeHUs, Hanpumep, UCMNoNb30BaHWE KONXULMHA
npu nepuognyecKkon 6one3Hn, NpeaoTBpallatollero pas-
BUTME NOYEYHON HEAOCTAaTOYHOCTU U PaAHHEro NeTanbHOro
ucxoga OT amMunouao3sa, WKW MnaTtoreHeTUYecKoe fede-
HWEe PEKOMOMHAHTHbIM AHTarOHUCTOM WHTEpSIEMKMHa 1,
KOTOPbIM MPUBOAMT K WMCYE3HOBEHWIO BOCMANUTENbHbIX
CUMNTOMOB YXe Ha 2-i AeHb OT Havana Tepanuu npu
CIAS-1-accoumnmnpoBaHHbIXx 3ab60neBaHMSAX.

PagvkanbHbiM mMeTOoAOM Tepanuu npu 6onbwmnHcTBe U/AC
ansgetca TICK, ob6ecneyuBatowas B ciydyae ycnewHoro
BbINO/IHEHUSA TMOJIHYIO KOPPEKLMIO WMMMYHONOrMYECKOro
aedekrta. lNepas TpaHcnnaHtauua CK 6onbHomy ¢ MAC
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MpoGnemHasn ctaTbs

B Poccuun npoBeaeHa B 1995 r. B Halwen KiMHKKe. B nocne-
aylolume roabl 6bi10 HanaeHo 3pGdEKTUBHOE MeXAayHa-
pojHoOe cOoTpyaHMYecTBO No noabopy foHopoB [CK, pa3pa-
60TaHbl OPUTMHANbHbIE PEXMUMbl NPeATPaHChIaHTaLMOHHON
XMMMHoTEPaNUU U NPOPUNAKTUKM MHOEKLIMOHHBIX OCIIOXK-
HeHWN. UTorm unccnenoBaHui, 060OLIMBLIMX pe3ynbTaThbl
170 TpaHcnnaHTauum y geten ¢ KoméuHuposaHHbimu MAC
C NPEUMYLLECTBEHHbIMU AedeKTaMn aHTUTeN006pa30BaHUs
n pedektamun darouuTosa, onpeaennnn odwyo adbexkTns-
HOCTb fieyeHusa y 75% 60/bHbIX.

Cnegylowmnm 3TanomM WMHTEHCMBHOIO pPa3BUTUSA Npo6Gaembl
nevyenuna MAC crtaHeT reHHas Tepanus, nonyymBllaa pas-
BUTME B nocnegHue 7 nert. [epBbiv cnydyan BBEAEHUS reHa
afleHO3MHAe3aMWHa3bl B CTBOJIOBblE K/ETKM NauueHTa
C 3TOM NaTofiorMen u nocneayrollen aytoTpaHcnaaHTauuen
MX C MONIHbIM BOCCTAHOB/IEHUEM KPOBETBOPEHUS U KOPPEK-
uMern MMMyHoreHHoro gedekrta, obecneyuns BbI3gopoBIe-
HWe nauueHTa. 3a 9TUM nocnegoBana paboTa no Hakonne-
HUIO OMbITa, Npexae BCEro B BMAE KOMOWHALMU FEHHOWM
Tepanun n TICK.

AHemMuUmn

3HauyMmon npob6siemMor OETCKOWM remaTtonorvu, negvaTpuu
W OETCKOro 34paBoOXpPaHEHUS NO-NPEXHEMY ABAKIOTCA aHe-
MWK, 4YTO ObIIO MOATBEPXKAEHO AaHHbIMWU BcepoccuncKom
aucnaHcepu3auuun geTckoro Hacenennsa B 2002 r. Y pgeten
90% Bcex aHemui (y B3pocbix — 80%) NpUXoAUTCS Ha XKene-
30aedunumTHble aHemunn (KIA). 3a 10 net (1992-2002 rr.)
pacnpocTtpaHeHHocTb KA y geten B Bo3pacTe o 15 net
Bblpocna ¢ 452 po 1821 Ha 100 ThiCc. HaceneHus COOT-
BETCTBYIOWLErO BO3pacTa, a y noapoctkoB 15-18 netr —
¢ 103 pgo 591. MHoro4yncneHHble UccneaoBaHUs OTEeYEeCTBEH-
HbIX MeaMaTpoB-remMaToNoroB 3aBepLIMINCL pa3paboTKown
peKoMeHaaLmMm No aHTeHaTanbHOW, MHTPaHaTanibHOM M NOCT-
HaTanbHOW npodunakTnke XOA. 3T nccnegoBaHUsa BKIO-
Yanu cpaBHUTENbHYIO OLLEHKY 3bdEKTUBHOCTU 3apErncTpu-
poBaHHbIX B Poccuickon depepaumn (PP) npenapatos
Kenesa, B pesynbraTte 4ero noAroToBfiEHbI CTaHAAPTbI U 06Y-
Yatowme nporpaMmmbl 415 Bpaden.

K HOBbIM peadynbratam, MONYyYEHHbIM W3 MHOMONETHUX
uccnenoBaHui, cneayeTr OTHECTM AaHHble MO MaTtoreHesy
3PUTPONOITUH-3ABUCUMbIX aHEMUIN, TAKTUKE Tepanuu apwu-
TponoatuHom (3M0) paHHEN aHEMUM HEAOHOLWEHHbIX AETEN,
ponu HepgoctaTtodHocTv IO B pa3BUTMM aHEMUU GepeMeH-
HblX, BO3PACTHOW 3BONIOLMK TpaHCHEPPUHOBLIX PeLenTopoB
CbIBOPOTKM KPOBW, a TaKKe naToreHedy aHeMUW B Mepu-
Ol CTaHOBJ/IEHUS PENpPOAYKTUBHOM OYHKLMKU Yy [OEeBOYEK-
NOAPOCTKOB, MaTOreHeTM4ecKoMy OB6OCHOBaHWIO NPUMEHe-
HKA 3O 1 ero KOM6GUHaLUMK C BHYTPUBEHHbBIMM MpenapaTamu
Kenesa npu OHKOIOrMYECKUX 3a601EeBaAHUSIX.

OOHUM M3 pa3fenoB Hay4YHOM W MPaKTUMYEecKoW remarto-
IOrMK ABNSIETCA M3yYeHMe HacneACTBEHHbIX M mpuobpe-
TEHHbIX CMHAPOMOB KOCTHOMO3rOBOW HEAOCTaTOYHOCTH.
911 3aboneBaHnd, Kak nNpaBuno, dartajibHbl, MOryT BO3-
HWKaTb B Nt060M BO3pacTe W 3BOJIOLMOHMPOBATL B OMy-
XoNieBble npouecchbl. MX u3y4yeHue MNO3BONISET MOHSATb
obline MexaHU3Mbl HapylweHUs remornosasa, UMMyHore-
He3a M MHAYKLMKW OnyxoneBoro pocta. MpeamMeTom Hawmx
uccneoBaHUi SBUAUCH 4 BPOXKAEHHbIX CUHAPOMA KOCTHO-
MO3roBOM HEAOCTAaTO4YHOCTU: aHeMUSA PaHKOHU, BPOXKAEH-
Hbl AMCcKepaTo3, aHemusa [danmoHaa—bnekdeHa U CUH-
npowm LBaxmaHa—/[laiMoHAa, a TaKXe 2 NpPUOBpPETEHHbIX

paccTponcTBa — TPEXPOCTKOBas nanonartmyeckas u noct-
renaTMTHasa anjacTMyeCKne aHeMuUu.

Knaccuyeckas aHemus PaHKOHM MPOABNAETCA MPOrpeccu-
pytoLLen annasnen KOCTHOrO Mo3ra, BPOXKAEHHbIMU aHOMa-
IMAMWU U NPeapacnofioKEeHHOCTbIO K Pa3BUTUIO JIEMKO30B,
0COBGEHHO OCTPOro MMeno6nacTHOro feMKo3a WM CONUAHBIX
onyxonen. B 6a3e AaHHbIX 60NbHbIX aHemuen PaHKOHM,
co3aHHOM Hamu B Poccum, okasanocb 6onee 60 pgeten
M YEHOB MX CeMeNn, BCNeaCTBME YEero v MpPoBEfEH LIMPO-
KW KPYr KIETOYHbIX, OUOXMMUYECKUX, OUODUIUYECKUX
N MONEKYNSPHO-reHeTUYECKNX nccnegoBaHmi. beino npea-
JIO¥EHO HECKOSIbKO Mofenen GYHKLMOHUMPOBaHUSA GeNKoB
y 60/1bHbIX aHeMnern PaHKOHKU AN 06bACHEHUSA CMOHTAHHOM
XPOMOCOMHOW HECTabUIbHOCTN U HYYBCTBUTENIbHOCTU KIETOK
K KnacToreHHbIM areHtam. OfHa 13 HUX 3aKno4aeTcs B Hapy-
LWWEeHUN KUCNopOoAHOro mMetabonn3ma B pesynbraTe CBepx-
NPOAYKLUMU aKTUBHbIX GOPM KMUCOpOAa WnM HeAoCTaTO4HO-
CTU NPOLLECCOB UX AETOKCUKAaLMKN, CBA3AHHOIO ¢ aedeKkTamu
NepoKCHAa3HOro U KatanasHoro JOMEHOB B COCTaBe reHoB
OCHOBHbIX KOMTMJIEMEHTAPHbIX rpynn aHeMun PaHKOHU. ITH
uccnegoBaHMa No3BOMMAM 0BOCHOBATb TepaneBTUYECKYIO
nporpaMmmy, B OCHOBE KOTOPOW — MPUMEHEHNE KOMBUHAaL MK
aHAPOreHOB U MHIMOUTOPOB aKTUBHbLIX GOPM Kucnopoaa. Ata
TaKTWKa 6blna B3siTa Ha BOOpPYXeHWe EBponenckon accouu-
aunen 6onbHbIXx aHemuen daHKoOHW. B pesynbraTe yaanocb
noNy4YnTb 3GPEKT KIMHUYECKOM CTabUIN3aLUnN U YMEHbLLE-
HWS YaCTOTbl FEHETUYECKMX NMONOMOK Y 62% 601bHbIX, OAHAKO
3TOT 9PEKT NPU HaNUYUKU annasumn COXpaHsicsa B Te4eHue
2 net (MakcumanbHo — Ao 9 ner); 1/3 601bHbIX NOrMéan
B pe3ynbraTe pas3BWUTUSA onyxonu; 2/3 — Kn3-3a OCNOXKHe-
HWM KOCTHOMO3rOoBOW HEeAOoCTaTOMHOCTU. BbIXKWAKN TONbKO Te
60/bHblE, KOTOPbIM YAanoCb MPOBECTU aNIOFEHHYIO HEPOA-
cTtBeHHyto TICK.

BpoxKaeHHbIM ONCKepaTo3 XapaKTepuayeTca Tpuaaon CUM-
NTOMOB (AUCTPODUSA HOITEN, 3aKYNOPKa CE3HbIX KaHanbLEB
M NEeNKonnaKkusa CM3ucTblx 060N0YEK), YacTo MNPOSBASAIO-
LMXCS B MOMHOM Habope nocne pas3BuUTUS annacTU4ecKowm
aHemuu. laymeHTbl ¢ 3TMM 3aboneBaHWeM NpencTaBas-
0T COGOM rpynny BbICOKOIO PUCKa MO Pa3BUTUIO NEWKO30B
M CONUAHLIX Onyxonew. BporKaeHHbIM AMCKepaTo3 Hacne-
ayeTcs no  X-CUEenieHHOMY pPeLLeCCUBHOMY, ayTOCOMHO-
[OMWHAHTHOMY WM ayTOCOMHO-PELLeCCMBHOMY Tuny. [nsg
nauMeHToB ¢ X-CLenIeHHbIM BapuaHTOM BPOXKAEHHOMo Au1C-
KepaTo3a XapaKTepHbl MyTaluuK reHa, KogMpylLwero AncKe-
puH — 6enoK, ceasbiBatowmnin PHK-Tenomepasy. ¥ 605bHbIX
C ayTOCOMHO-A0OMWHAHTHON GOPMON BPOXKAEHHOIO ANCKEpa-
TO3a Te/IOMEpPbI, KOTOpble «3ane4vyaTbiBaloT» KOHLbl XPOMOCOM,
3HaYUTENbHO YKOPOYEHbI, YTO MPOSABNSAETCA HEYCTOMYMBOCTbIO
reHoma. NocKonbKy AMCKEPHUH 06naJaeT cpoACTBOM K MCeB-
[OYyPUAMHCHUHTETa3€, y4acTBYOWEN B MOCTTPAHCKPUNTALMOH-
HbIX M3MEHEHMSAX, 3TO PacCTPOMCTBO CONPOBOXAAETCH AUC-
QyHKLMEN pUBOCOM, YTO, C OAHOM CTOPOHbI, BEAET K anonTosy
KNEeTOK-NpeaLeCcTBEHHNKOB reMornoa3sa, ¢ Apyron — aedek-
Tbl TEJIOMEPOB NPUBOAAT K He3almLeHHOCTM KoHuoB JHK,
YTO BbI3bIBaET Aerpajaumio sapa u obpasoBaHue cnvnaHus
«KOHEeL, B KOHeLy» C ApYrMMM XpOMOCOMaMW. Takue Xpomo-
COMbI MOABEPKEHbI AOMNONHUTENLHLIM NMOIOMKaM BO BpeMs
MUTOTUYECKOrO LIMKNA, YTO NMPUBOAUT K Pa3BUTUIO onyxose-
BOro npotecca. M3nedyeHne BO3MOXHO TOMIbKO NPW BbINOJI-
HeHunn TICK. Halue yupexaeHune pacnonaraet Co6CTBEHHbIMM
HabN4EeHUAMUN paMKaibHOMO JIeYeHUs NauMeHToB C AUCKe-
paTto30M C MPUMEHEHWEM JaHHOIO MEeTOAa Tepanuu.



AHemus JanmoHpga—bnekdeHa (napunanbHas KpacHOKe-
TOYHas annasus), ¢ OAHOW CTOPOHbI, PacCMaTpPUMBaETCHA KaK
MUCXOA BPOXAEHHOW NapBaBUPYCHOW WHbEKUUK, M3bupa-
TENIbHO NopaalolWen KIETKU-NPELLIECTBEHHUKN 3PUTPOUL-
Horo psiga. OQHaKO Hanuvyue COMpPOBOXAAKWMX annasuto
aHoManu 4YepenHo-NULLEBOro CKefeTa, Jly4eBbIX KOCTEW,
naTonorMmM Co CTOPOHbI cepAua M MOYeK CTUMYIMPOBan
NMOUCK TFEeHEeTUYeCKUX MNpuynMH 3aboneBaHunsa. OKazanoch,
yto y 20—-25% 60nbHbIX ¢ aHemuen danmoHaa—bnekdeHa
BbISIB/IAIOTCS reTepoO3UroTHble MyTaLuK B reHe, KOAMPYIOLLEM
pubocomManbHbin 6enok RPS19, npuyem 6binn onucaHbl Kak
AYTOCOMHO-AOMWHAHTHbIW TUMN HacneaoBaHUs, TaK U ClyyYau
CMOHTaHHOro pa3BuUTUSA 3aboneBaHus. K coxaneHnuio, eve-
HMe 3Toro 3aboneBaHus (C MCMOJIb30BAHWEM TTIOKOKOPTH-
KOWIHbIX TOPMOHOB W 3PUTPOLIUTHOM Macchl) B HacTosllee
BpeMs HefgocTatoyHO addeKTMBHO. PaavKanbHbIM METO-
[IOM JIe4eHns NaumneHToB ¢ aHemuen [danmonaa—bnekdpeHa
aBnsetcsa annoreHHas TICK.

CuHapom LUBaxmaHa—[avimoHaa xapaKTepmu3yeTcs HENTPO-
NeHnen B COYETaHUM C HapPyWeHUSIMU IK3OKPUHHOW YHK-
LMW MOAXKENYAOYHON Xenesbl. MNauneHTsl ¢ 3TuM 3abonesa-
HWEeM COCTaBIAIOT rPynmny NOBbILEHHOrO PUCKa No pas3BUTUIO
annacTM4ecKon aHEMMUKU M OCTPOro MMeNobNacTHOro NenKo-
3a. Y aTux 60NbHbIX BbisiBleHa MyTauusa B reHe SBDS, akc-
npeccMpyemMomM BO BCeX TKaHsX, npumepHo y 90% 60/bHbIX
¢ cnHgpomowm LLiBaxmaHa—/[danmonaa. lNpeanonaraetcs, 4to
3TOT reH ydacTtBsyeT B meTtabonuame PHK; ponb pubocomans-
HOW AMCOYHKLMKU OCTaeTCs HEU3YYEHHOW.

Mpy NprMoBGpPEeTEHHbIX anaacTU4YECKUX aHeMUaX MNaHLUMTO-
NeHUss MOXET ObITb pe3ynbTaTom AedeKTa UKW CHUMKEHUS
nponudepaTMBHOro NoTeHUMana remonoaTMYECKMX NpesLue-
CTBEHHMWKOB, TM60 NOHUMKEHHOM CMOCOBHOCTM CTPOMabHOIO
MUKPOOKPYXEHUS KOCTHOIO MO3ra NoAAeprKuBaTtb afeKBaT-
HYIO MOTPEBHOCTSAM cbanaHCcUpoBaHHYO AMdGdEPEHLIMPOBKY
v nponudepaumio NCK.

NccneposaHus, NpoBefeHHble B HAWEM LIEHTpe, NoKasanu,
4YTO QYHKLUMM CTPOMbI Yy 6OJIbHBIX anjacTUYeCKONn aHeMUuen
He HapyleHbl, B TO BpeMS KaK Npu UccneaoBaHWn paHHUX
npeawecTBEHHUKOB K/IETOK KOCTHOIO MO3ra BbISIBNEH WX
rny6oKum gedeKT, 06yCNOBAEHHbIN NAaTONOrMYEeCKUM anonTo-
30M. JlabopaTopHble AOKa3aTenbCTBa POSM ayTOMMMYHHbIX
$aKTopoB B naToreHese anjacTtM4ecKkom aHeMUK (a UMEHHO
yAydlEeHUe pocTa MUENOUAHbBIX U IPUTPOUAHbBIX KONOHWK
B Ky/JbType nocfie yaaneHus ayToNIorMyYHbiX MMOOLMTOB
C MOMOLLbIO aHTUANMOOLMTAPHOW CbIBOPOTKM MAM MOHOKJIO-
HaNbHbIX @aHTUT-KNETOYHbIX aHTUTEN) Nern B OCHOBY HOBbIX
TEXHONIOTMN NeYeHuss 3aboneBaHns — 3aMeleHUs Hego-
CTaloLLEero Yy1cna CTBOMIOBbIX KNETOK JOHOPCKUMU KeTKaMu
(TFCK) uAu cHATUS MMMYyHOOMNOCPEeAOoBaHHOM WHIMOULIMK
nponudepalmm CTBOIOBbLIX KIETOK C MOMOLbIO MMMYHOCY-
NpPeccuBHOM Tepanuu.

B TeyeHune 16 net B Poccun 66111 nocneoBaTtesibHO OpraHM30-
BaHbl U NPOBeAEHbl MHOTOLLEHTPOBbLIE PaHAOMMU3NPOBAHHbIE
nccneaoBaHMsa cpaBHUTENbHOM 3PGHEKTUBHOCTH NPOTOKOIO0B
nevyeHns 60/bHbIX anaacTUYEeCKONn aHeMMuen, BKIoYaoLWMX
MOHOTEPANMIO LMKIOCMOPMHOM, @ TaKXe LMKIOCMOPUHOM
B KOMOGWHALMK C HU3KMMW A03aMU NMPEeaHN30/10Ha U MeTaH-
[APOCTEHOJIOHA, LIMKIOCMNOPMHOM B KOMOWHAUMK C aHTUTU-
MOLMTaAPHbIM FNO6GYINMHOM, KOMOMHMPOBAHHYID MMMYHOCY-
NPECCUBHYIO Tepanuio (LMKNOCMOPUH, aHTUTUMOLMTAPHbIN
rNOGYNUH, FPaHYNOLUMNTAPHbBIM KOIOHUECTUMYNUPYOLWMI daK-
TOP) U, HakoHel, annoreHHyto TICK ¢ waaswmmmn pexxmmamm

KOHAMLMOHUPOBaHUA. OTpaboTaHbl ONTUMasbHble METOZbI
remMoTpaHcdy3MOHHOM NOAAEPIKKM C dunbTpaLumen, a B anb-
Helwem — o6fy4YeHMe KOMMOHEHTOB KPOBW, MNonyvyae-
MbIX annapaTHbIM METOAOM; NMPOTOKOJbl CONPOBOANUTESIbHOM
aHTM6aKTepunasbHOM, NPOTUBOBUPYCHOMW M MPOTUBOrPUOKO-
BOW Tepanuu. [lpoBedeH aHann3 pe3ynbTaToB Ne4vyeHus
296 60/bHbIX aniacTU4eCKOn aHemMuen, y 62 U3 KoTOopbixX
npoBedeHbl annoreHHole TICK. BbIXXMBaAemMoCTb 6GOMbHbIX
C TSXENbIMU U CBEPXTAXKENbIMKU dopMaMu annacTuyeckomn
aHemuun, nonyymslumx TITCK ot HLA-coBmecTMMOro goHopa,
coctaBuna 80-90%, npu HepoactBeHHoW TTCK — 40-60%;
npu KOMOWHMPOBAHHOM Tepanuu (aHTUTUMOLIMTaPHbLIW 0-
OYNMH + LMKIOCMOPUH) y 60/IbHbIX C IEFKUMU U CPEAHETSKE-
NbiIMM GopMamK annacTM4eCcKon aHeEMUU MONyYeHbl CPaBHK-
mble ¢ TICK pesynbsrarthl.

PacctpoicTtBa remocra3sa

Haunbonee 3HauynMble AOCTUKEHUSA B U3YYEHUN PACCTPONCTB

remocTtasa y [AeTer CBSi3aHbl C opraHuM3auuen uccnego-

BaTeNbCKOro peructpa 60/bHbIX remodunnen B PO,

MockBe ¥ MocCKOBCKOM 06nacTu, KayeCTBEHHOW AMarHo-

CTUKOW reMopuinm u Apyrux HacnefCTBEHHbIX Koarynona-

TMn (6ones3Hn Bunnebpanga, AMchuOpUHOreHeMUn wn ap.).

PeTpocneKTUBHbIE 3MWAEMMUONOrMYECKUE WCCNEeA0BaHUS,

npoBefeHHble B TedeHue 11 net (1993-2003 rr.), N03BOMU-

I NONY4YUTb HOBbIE AaHHbIE 06 OCHOBHbIX XapaKTepMUCTUKax

HacneACTBEHHbIX KoarynonaTui, a TakKe oueHuTb dapma-

KO3KOHOMMUYECKWe 3aTpaTbl Ha obecrnevyeHuve afeKBaTHOM

NPOOUNAKTUKMN N NeveHnsa 3aboneBaHnim 3TON rpynnol.

BHeapeHne B Poccun M3BECTHbLIX B MUPE MPOTOKO/IOB neve-

HUS reModunum — snedyeHne no GakTy BO3HUKHOBEHMUS

remopparMyeckoro anusoga, NPodUIaKTUYECKUN MeTon

(BBeaeHMe KOoHUeHTpaToB dGaKTopoB 3 pasa B Heaento npu

remodununu TMna A n 2 pasa B Hegesno Npu remodunnun tuna

B 13 pacuyera 25-40 ME Ha 1 Kr maccbl Tena 60J/IbHOro)

W BbICLLEE JOCTUKEHME MEAULMHBI — OpraHu3alus fnevyeHus

60/1bHbIX Ha AOMY — 6blIN peanu3oBaHbl Ha 6a3e [JeTCKoro

remMaToslorMyecKkoro LeHTpa npu M3mMannoBCKOWM OETCKOM
rOPOACKOM KIMHUYECKOM BONbHULIE.

Hay4yHble uccnegoBaHus B 061acCTv reMmoduinm B HacTosliee

BpeMs NPOBOAATCS MO 3 OCHOBHbIM HamnpaBiEHUSAM:

e pas3paboTKa MEeTOA0B NevYeHUs MHITMOUTOPHOM (GOpMbl
reMmobunnn Yyepes MHAYKLMIO MMMYHHOW TONIEPaHTHOCTH
(BOHHCKMIM NpoTOKON, NPOTOKON Manbme);

® CO3[aloTca HOBble PEKOMOWHaHTHble daKTopbl CBEPThI-
BaHWSA KPOBW A/15 3aMEHbl UMW UMEIOLLMXCS B Mpoaaxe
17 npenapaTtoB, NoOfy4yaeMbIX U3 N1a3Mbl;

® [IOWUCK NOAXOA0B K rEHHOW Tepanuu reModunnm (reHeTm-
yeckas MoaMdUKaLng KIETOK NeYeHu in vivo ¢ UCNoNb30-
BaHMEM PETPOBUPYCHOIO BEKTOPA).

Halum coTpyaHWKM y4acTBYIOT B KaXKAOM M3 3TUX Hanpasfe-

HWUW, KOTOPblEe OCYLECTBAAIOTCSH B KOOMepauun C yYeHbIMU

lfepmannn, Gpanumn, CLUA n AnoHUKU, N Mbl paccHUTbiBAaEM

YBWUAETb pPe3yNbTaTbl 3TON AeATENbHOCTU yXKe B GanxKanlume

rogbl.

OHKoNorM4yecKue 3aboseBaHusa

[leTcKkas rematonorus U AeTtckas OHKOMOrMs — AUCLMMIN-
Hbl, B CBOE BPEMS pas3fefieHHble He 6e3 y4yacTus B3pOoc-
NbIX CMeunanucToB (remaTonorMsa — TepaneBTUYecKas,
a OHKOJMIOTUsl — XMpypruyeckas crneunanbHOCTH), OKasanucb
HaCTONIbKO TECHO CBSi3aHbl MeXAy CO60W, YTO pasfeNnTb Mx
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B MpaKTUKe neavaTtpun oKkasanocb HEBO3MOMXHbLIM U Helle-
1eco06pa3HbiM N0 IKOHOMUYECKUM MpUYMHaM. 3a py6exom
3TO MNOBMIEKNO 3a CO6OWM CNWSHWE YyKal3aHHbIX creuuanb-
HOCTEN B OKal3aHWM crneuuanm3vpoBaHHOW MOMOLWM AETAM
6onee 30 neTt Hasaa. B HacToslwee BpeMsa 3TOT MpoLecc
3aBepluaeTcs U B Poccuun: npuHUMNUANbHbIM peELEHUEM
ABU1aCb OpraHM3auus nevyeHns Bcex AeTen C remaTosnoru-
YEeCKMMM U OHKOJIOTMYECKMMM 3abofieBaHMsaIMKU Ha 6a3zax
MHOrONPOPUAbHBLIX AETCKUX GONbHULL, @ HE B CTaLMOHapax,
rae neyatcs B3pocsible 60/bHble. B AeTCKOM NpaKTUKe remo-
6nacTo3bl (OCTPble M XPOHUYECKME NENKO3bl, HEXOMKKMUH-
CKWE 3N0Ka4yeCTBEHHble NUMGOMbI, TUMPOMbI XOLKKUHA
M TMCTUOLUMTO3bI) COCTaBASAIOT MONOBUHY OHKOJSIOMMYECKUX
3a60/1eBaHN EeTCKOro Bo3pacTa, U Takne 60JibHble BCEraa,
OCHOBbIBasACb Ha COOTBETCTBYIOLLMX NpUKa3ax MuH3gpaBa,
JleYunnucb B remMaTosiorMyecKux CcTalMoHapax [OeTCKUX
60/bHML. lauMeHTbl C ONyXONsMM LIEHTPaSbHOM W Mepu-
pepryeckon HepBHOM cucTeMbl (25%) Take nony4vatoTt
MEAMLIMHCKYIO MOMOLWb B AETCKMX 60/IbHULAX, @ NauneHThbl
C OMNyXONIMU KOCTEM WM MATKUX TKaHen (12%), noyek (6%)
n ap., 6onee peLKnMMKU 310Ka4eCcTBEHHbIMM HOBOOBGPa30Ba-
HUAMMU — B OHKOJIOTMYECKMX OTAENEHUSAX AETCKUX BONbHULL
M OHKOAMCMaHcepax A41s B3POC/bIX.

MNpuBefeHHas Bbile CTPYKTypa OHKOMIOrMyeckon 3aborne-
BaEeMOCTH, a TaKxe BO3pacTHble OCOOEHHOCTU TeYeHUs
onyxonen y geten (MyTauMOHHbIM MHUMAEHT U BEPOSATHOE
Hayano BO BHYTPUYTPOGHOM Mepuoae pas3BUTUSA, CTaHOB-
NleHne onyxonen Ha GoHe reHETUYECKMX, BGMONOrMYECKUX
nedeKToB M MMMYHOAEPULMTOB, MHPOPMALMA O KOTOPbIX
npuBeAeHa Bbile, pa3BUTUE onyxonen n3 aMOpUOHaNbHbIX
3a4aTKOB, CKJIOHHOCTb K reHepanuMsaumm — MeTacTta3upo-
BaHMIO Ha GOHE CTAHOBIEHUSA UMMYHHOIO Y FOPMOHaIbHOIO
romeoctasa M T.[4.) OKazanu BAWSHWE Ha BbI6Op CcTpaTe-
rmu nevexus. Elo cTana BbICOKOAO3HAsA NoanxMmuoTepanus,
noBJfieKLas 3a cO60M HEOOXOAUMOCTb PaCMPEHNS 3HAHWUM
Bpayen-oHKOIOroB B 061aCTU remaTtofiorMm, UMMYHONOMUHK,
MHOEKLMOHHbIX 60Ne3Hen, MHTEHCUBHOM Tepanuu, peaHu-
MaLuKn, CONpoBOXAaWeEN U peabunMTauMoHHON Tepanuu
W NegnaTpuu B LIENIOM. XUPYpruyecKoe fieveHne 1 nyyesas
Tepanus 4eTCKUX Onyxosen 3aHsA/1M BCrnomoraTenbHoe, atarn-
HOE MONOXEHHME.

HoBble TEXHONOIMU NeYeHns B AETCKOM reMaTonorumn/oHKo-
JIOTUK ONUPAIOTCH Ha 3HAHWE TEHETUKU U BUOMOTUK Kax-
[OW KOHKPETHOW ONyxoNin, YYUTbIBAlOWMX MNEPBUYHO-
reHepanuM3oBaHHbIM XapaKTep OnyxoneBoro npouecca y
[eTen U BO3MOXHble OTBETbI 60/1bHbIX Ha > 100 xn3Heonac-
HbIX XMMUONpenapaToB, KOIOHUECTUMYNNPYIOLMX GaKTOPOB,
LUMTOKMHOB M HOBEWLWIMX CPEACTB TOYEYHOM WM COMpPOBOAM-
TeNIbHOW Tepanuu K, YTO OYEHb BaKHO, Ha HOBYIO CUCTEMY
opraHusdaunn ne4yebHow paboTbl Ha OCHOBE MEXAUCUMMNIN-
HapHOro NPOTOKONa, Y4aCTHULEN BbINOSHEHUA KOTOPOro
ABNSETCH KOMaH4a B coCTaBe remaTosiora/oHKosora, nato-
fiora, xupypra (Hempoxupypra), paguonora, creuuanucra
no fly4eBON Tepanuu, aHecTe3nosora-peaHnumarosnora, Bpa-
Yen «y3KUX» negmaTtpuyeckux crneuunanbHOCTEN. YHUKaNbHON
MOAESbIO YCNELWHOro BHEAPEHNUS HOBbIX TEXHONIOTMIA, TOYKOWM
pocTa pas3BWUTUS remMaToNornun/OHKONOMMK ABNSeTcA Apa-
MaTU4YeCcKas UCTOpUS NedyeHUss ocTporo nMmM@po6sacTHOro
nenkosa (OJUT) y peter. IMEHHO LOCTUXKEHWUS B JieHEeHUH
3TOro 3ab0seBaHns B MONHOW Mepe MPOAEMOHCTPUPOBanu
BO3MOXHOCTM COBPEMEHHON BbICOKOAO3HOW XMMUOTEpPanum
M PONb COMPOBOAMUTENLHON TEpPanuK ANa ee ycnexa, a Takxe

KN04YeBOE 3HayeHWe opraHu3aunm MHOMOLEHTPOBbIX pPaH-
[OMM3MPOBAHHbIX UCCIEA0BAHNI, UCKIOYAIOLWNX CENEKLMIO
nauneHToB U MeULIMHCKOro nepcoHana, Ana LoKasaTenb-
cTBa X 3aQDEKTUBHOCTU U MaAKCUManbHO GbICTPOro BHeape-
HUS B MPaAKTUKY 34paBOOXPaHEHHS.

OcHoBHble npuHuMnbl neveHuns OJ1J1y aeten 6binn pa3pabo-
TaHbl B KOHUEe 60-x rogoB XX BeKa. JanbHenwnn nporpecc
B nedveHun OJ1J1 cBA3aH c onpeaeneHnem OGMONOrMYeCcKom
reteporeHHoctn OJ1J1, BblA€NeHUS UMMYHOLMTONOMMYECKNX
BapuaHTOB 3ab0/ieBaHUA U BHeOPEeHUEM MEeXKAyHapOoAHOM
uuTonornyeckomn Knaccudmraummn (FAB). 3to no3sonmno ano-
depeHumpoBaTtb Tepanuio FAB-BapuaHToB, B-u T-nMHENHbIX
O/1J1, onpenenntb GAUMNKAWWKKA U OTAANEHHbIA MPOrHO3bl
3aboneBaHus. Crneayowmn atan pasBuTMs Tepanuu Obin
onpeaeneH KynbTypanbHbIMU, TEHETUHECKUMU U MONEKYNAP-
HbIMW WCCNeLOBaHUAMW NIEMKEMUYECKMX KIEeToK. B yact-
HOCTM, OblM onpeaeneHbl 5 XPOMOCOMHbIX abeppauum
npu OJ11: t (9; 22), t (4; 11), t (1; 19), t (8; 14) n t (12; 21)
W paccyuTaHbl pe3dynbTaTbl TEpanuu Mpu Haau4ymm Kaxaowu
M3 HUX, YTO MOCNYKWO OCHOBaHMEM [Ans cTpaTuduKaLum
60/bHbIX Ha rpynnbl pucka u anddepeHUMpPoBaHHOIo Noj-
X04a K Nle4eHMu1o.

BHeapeHne MexayHapoAHOro npoTOKONa KOOMepupoBaH-
How rpynnel BFM — ALL-BFM-90 nevenusa OJ1J1 B Poccuu
notpe6oBano pas3paboTKM METOAOB aAeKBaTHOW CTATUCTU-
KW, cO34aHns MaTepuasbHO-TEXHUYECKON 6a3bl, COBPEMEH-
HOW NnabopaToOpHOM AMArHOCTUKM, MOSIHOTO JIEKapCTBEHHO-
ro obecrneyeHus, MeXAUCLUNINHAPHOrO B3anMOAENCTBUS,
OpraHu3auun OTAENEeHUN NepenuBaHuUs KPOBM WM OHEBHbIX
cTauMoHapoB, pa3paboTKM MNPUHLMMIOB AUCMAHCEPHOro
HabNoAEeHUA U peabunnTauunm 60nbHbIX. [poBeaeHne NHTEH-
CMBHOW NpOrpamMHOM Tepanum ¢ UCNONb30BaHUEM BbICOKMX
[103 MeToTpeKcaTa, unknodochaHa U aHTpaLMKIMHOB, a TaK-
e KpaHuanbHoro obay4yeHuns y 60/blIMHCTBA AeTeN COMnpo-
BOX/Ja/IMCb BbICOKOW TOKCUMYHOCTbIO U CBA3@HHbIMW C HEW
TSXKENbIMU NOGOYHLIMK ABAEHUAMU, TPEOYIOLMMU BbICOKO-
Ka4yeCTBEHHOM W AOPOrocTosilLEN COMYTCTBYIOLWEN Tepanuu.
[oaTomy 6bII0 PELIEHO MOWUTU MO NYTU CO3[aHUSA TAKOM Ke
3pDEKTUBHON, HO MEHEE arpeCcCMBHON U JOPOron nporpam-
Mbl niedyeHns OJ1J1 u cpaBHUTb 2 Nporpammbl No addeKTUB-
HOCTW, TOKCUYHOCTU M cToMMOCTU. OCHOBbIBasICb Ha paH-
LOMMU3UpOBaHHbIX uccnegoBaHusax DFCl (CLUA) n ALLVI
(HngepnaHgbl) “ onbiTe, HakonneHHoM rpynnon BFM,
Mbl pa3paboTanu nepsBbii B Poccun NpOTOKON NeyeHus,
KOTOpbIM 6bl1 HazBaH «MockBa-bepnnH» 91 (ALL-MB-91).
Cnepytolmi Wwar, obecnevymnBatolmMi 06bEKTUBHOCTb MCCIe-
[0BaHuWs 1 060CHOBaAHWE ero BHEeAPEHUS B MPaKTUKY, Tpe-
60Ba/l CpaBHEHUS HOBOIO NPOTOKONA C U3BECTHLIM U BHe-
ApeHHbIM B Poccun ctaHAapTHbIM MPOTOKONOM, KakuM cTall
npotokon ALL-BFM-90m B MHOroueHTPOBOM KOHTponupye-
MOM uccnegoBaHuun. na atux uenen bbia co3gaHa Koore-
pupoBaHHas rpynna Ha 6ase 6 KNIMHKK B 1995 r. UTorm atomn
paboTbl noaBeaeHbl B 1999 r. 3dPEeKTMBHOCTb HOBOIO MNpo-
TOKONMa OKa3anacb cornocTtaBuUma C peayfbTaTaMu NeyeHus
60/bHbIX N0 npoTokony ALL-BFM-90m: 4-neTHAs 6eccobbl-
TUHas BbXXnBaemocTb (event-free survival — EFS) 60nbHbIX,
NONy4YMBLUMX NledyeHne no npoTtokony ALL-BFM-90m, cocTta-
Buna 82%, a 60/bHbIX, NOy4aBLIMX le4eHUE MO NPOTOKONY
ALL-MB-91, — 79%. BmecTe ¢ TeM TOKCMYHOCTb W, CNeJoBa-
TeNbHO, 06bEM M CTOMMOCTb COMPOBOAMUTENLHOIO NleYeHus
OblIY 3HAYUTENbHO HUXKE, KaK W JIMTENbHOCTb rocnuTannaa-
LK. Yenex paboTbl 3TOM KOONEPUPOBAHHOM FPynMbl, CO34aB-



Wwen YHUOULUMPOBaHHYID KOMMbIOTEPHYIO 6a3y AaHHbIX Ans
3ODEKTUBHON MPOCMEKTUBHON 006PabOTKM OOJNbLINMX Mac-
CMBOB MHbOPMaLMK U3 UCTOpPUI GONEe3Hen B KOOMEpPMpo-
BaHHOM MCCNefOBaHWUW, NPUBMEK B rPYNny ApYyrue KIMHUKK
Poccun n Bce KnnHunkm Pecnybnunkn benapycb. Poccuicko-
6enopycckasa KoonepupoBaHHasa rpynna HacyuTbiBaeT
42 KNIMHWKKM K cnocobHa pekpytupoBaTtbh A0 600 60/bHbIX
B roa. B 2001 r. noaBeaeH 10-N€THMI OMbIT CPAaBHUTENBHOIO
MCNOMIb30BaHUA 2 MPOTOKONOB nedveHns — ALL-FFM-90m
n ALL-MB-91 — 6onee yem y 800 605bHbIX M NpoBeAeHa
oLeHKa $aKTopoB pUCKa, no3songowmnx auddepeHumpo-
BaTb Ne4vebHYI0 TaKTUKY Ha 6a3e 3TUX 2 NPOTOKONO0B, YTO
Crnoco6CTBYET MNOBbIWEHWUIO pedynbratoB nedeHuns OJIJ1
(10-neTHAsa BbIXMBaeMocTb coctaBuna 80%). C 2002 .
KoornepupoBaHHasa rpynna, 3aBepliMB MNepBoe Uccneno-
BaHWe, KOTOpoe 6blI0 BbICOKO OuLeHeHO MexXayHapOoAHbIM
06uWecTBOM AeTCKux oHKosnoroB (SIOP) n no3Bonuno nonHo-
CTblO MHTErpMpoBaTbCid B MUPOBOE COOOLLECTBO, Nepeluna
K cnepylowemy atany uccneoBaHus U B HacToslee Bpems
3aBeplumna paboty no npotokony ALL-MB-2002. MaBHbIM
WUTOrOM 3TOrO0 MCCNefoBaHWsA, B KOTOpPOe Obliv BKAKOYEHbI
6onee yem 2000 naLMeHTOB, CTaNo AasbHENLEee CHUKeHne
CMEPTHOCTK 60JIbHbIX BCIEACTBME TOKCUYECKUX U MHDEKLMU-
OHHbIX OCNOXHEHUN.

Ha 6a3e remaTonornyeckoro craumoHapa ropoacKomn KAUHK-
yeckon 60sbHUUbl M. C.[T1. BoTkMHa [lenapTameHTa 3apa-
BOOXpaHeHns MOCKBbI OpraHM30BaHO NePBOE B CTPaHe cne-
LMannM3npoBaHHoOe OTAeNleHUe NOAPOCTKOBOW reMaTosiornu,
rae vccnegoBaHa 3GGEKTUBHOCTb NeanaTpUYecKux npoTto-
Konos ALL-BFM-90m wu ALL-MB-91 y noapoCcTKOB cTapluen
BO3PaCTHOM Fpynmbl U 1L, MOSIOAOro Bo3pacTa (15-28 ner).
HecmoTpsi Ha TO, 4YTO KIMHWKO-BMONOrMYECKUE XapaKTe-
puctukn OJ1J1 y NoApOCTKOB cTapllero Bo3pacTa W LeTen
B 60MblUen CTENEHU COOTBETCTBYIOT NIEMKO3Y Y B3POC/bIX,
BHeApEHWE MneaMaTpuMyecKuMx MNPOTOKONOB BO B3POCHYHO
NPaKTUKY NO3BOMIUI0 NOMYYUTb Pe3yNbTaTthl, CONOCTaBUMble
C TaKOBbIMW Yy MOAPOCTKOB MNajlier BO3PacCTHOW rpynnbl
NMpU MCNONb30BaHMM a@HaNOrMYHbIX MPOTOKOMOB: B6-NeTHAA
o6Las BblxunBaemocTb (overall survival — OS) Bcen rpynnel
nauuneHToB (15-28 neT) coctaBuna 84,1%, EFS — 75%.
OcTpbI MuenobnactHbii nenkold (OMJT) y peten — rpynna
3aboneBaHui ¢ 11 pa3nnyHbiMU GEHOTUNMHYECKUMU NPU3HA-
KaMu cybcTpaTa Onyxonu W MnAoXMm nporHosom. B 1988 .
Brnepsble B Poccun 6bliv nNpoaHanmMaupoBaHbl pesy/bra-
Tbl nedeHns OMJT y 100 6onbHbIX: Avwb y 34% nauu-
€HTOB Oblla AOCTUTHyTa pemuccus, 5% MOrnM cyuTaTbes
M3Ne4YeHHbIMW, TaK KaK Yy HUX OTMe4Yanocb 6e3peunanBHoe
TeyeHne Gonee 5 net. lMoHago6unocb 20 net ans Toro,
4yT06bl N0 aHanornun ¢ OJ1J1 nocneaoBaTeslbHO MPONTU MyTb
Mo U3Yy4eHUIo BUONOTUM OMYXONN, UMMYHONOTUYECKKX, LIUTO-
reHEeTUYECKUX U MONEKYNAPHO-TEHETUYECKUX €e MapKepoB.
B wuTore okaszanocb, 4TO MNpaKTu4eckn Bce caydam OMJI
MMEIOT XapaKTepHble MOJIEKYNAPHO-TEHETUYECKME MapKepbI,
3aTparnBalolme TPaHCKPUMLKIO, HapyLIeHUs MpoBeLeHUs
CUTHanNoB (TMPO3MHKNHA3a) U aLeTUIMpoOBaHUE XpOMaTUHA.
PasButue ctpatermn tepanun OMJ1 cnepgoBano 3a [OCTU-
)eHuamu Tepanuun OJ1J1, uenbio aTown cTpaTernu ABnsnach
3IpaguKaLma NeMKeMUYECKOro KNOoHa C nocrenyowmm Boc-
CTaHOBJ/IEHMEM HOPMasbHOro remonoasa. B otninyune ot OJ11
B xumuotepanuu OMJ1 MHAOYKLIMOHHaa Tepanus NpoBOAMTCS
MWENOTOKCMYECKMMU NpenapaTamu. BHeapeHue ctaHaapTu-
30BaHHOro nportokona AML-BFM-87 B npaKTuKy 34paBooOXx-

paHeHus 1 nocneaylollee pa3BuTne 3Ton NporpamMmmMbl B BUAE
OPUIMHaNbHOIrO POCCUIMCKO-6en10pyccKoro npotokona OMJI-
MM-2000 B MHOroOLIEHTPOBOM WCCNef0oBaHWM MO3BOAUIN
NoNy4YnUTb KIMHUKO-reMaToNorMyeckyo pemuccuto y 88,98%
605bHbIX, 5-neTHaa OS coctaBuna 42%, EFS — 38%, RFS
(recurrence free survival) — 52%. lNpoBeaeHne PoOACTBEH-
Hown annoreHHon TICK B TeyeHune 1-v peMUcCcUmn naumeHTam
¢ OMJ1 ¢ HeGnaronpuUaTHbIM MPOrHO30M MO3BOIMIO 3HAYU-
TeNbHO YNYYWWTb pe3ynbTaTbl X Tepanuu: 4-neTHUM NoKasa-
Tenb RFS coctaBmn 100%.

[JeMOoHCcTpaunen BblJaloWerocs ycnexa MONEKyNSIpHON
MeAULMHbI U CneaylolMx 3a HUM HOBbIX TEXHONIOMMIN neve-
HUA 9BASeTCa Tepanus OAHOM M3 caMblX Taxesblx GopMm
OMJ1 — ocTporo npoMuenounTapHoro nenkosa. nsa atoro
3a6o0/ieBaHMA MaTOrHOMOHWYHa TpaHcnoKauusa t (15,17)
(g22; q12), npoTeKatouwasas ¢ ob6pasoBaHUEM XUMEPHOrO
reHa PML-RAR. Kak oKka3anocb, TpaHC-peTMHOeBas Kucnota
crnoco6Ha nNoaaBnATb TPAHCKPUMLMIO 3TOro reHa. bnarogaps
3TOMY NMPOUCXOANUT 06PLIB NMYTU IeMKeMoreHesa u HULUMKUPY-
eTcsl J03peBaHUe OnyxoneBbiXx NPOMUENOLMTOB A0 rPaHyno-
LIMTOB in vitro v in vivo. [pu 3TOM TpaHC-peTuHoeBas K1cora
HUBENNPYET KIMHUYECKME MPOABIEHNS, HE Bbl3blBaAET anna-
3UN KPOBETBOPEHWS, YTO CHMXKAET BEPOATHOCTb KPOBOTE-
YeHns K cencuca y 60/bHbIX OCTPbIM MPOMUENOLMTAPHbBIM
JNIENKO30M.

Mbl BNepBble C YCNEXOM MCMNOMb30Basiv TPAHC-PETUHOEBYIO
Kucnoty B Poccuu, nonydnsB onbiTHble 06pasLbl npenapara
OT pa3paboTtynKkoB B Kutae B 1995 r. 3atem nocnegosanu
pa3BUTUE TEXHONOTMU NEYEHUS TPAHC-PETUHOEBOW KMCIOTON
B KOMGUWHaLMK C XMMMoNpenapaTtamun 1 pa3paboTka cneuum-
anbHbIX METOAOB COMPOBOAUTENBHOW Tepanun B MOHOLLEH-
TpoBoM, a ¢ 2000 . — 1 B MHOIOLIEHTPOBOM KOOMEPMUPOBaH-
HOM MccnenoBaHun. PesynbtaTtoM cTano agoctuxkeHne 85%-n
BbI)XMBAeEMOCTU 60/bHbIX. [IpM KOHTPOSE MONEKYNSAPHOM
pemMuccumn y aeten, y KOTopbix Tepanus C NpUMEHEHWEM
TpaHC-PETUHOEBOM KWUCNOTbl OKa3aNlacb He3abdeKTUBHOW,
OblIN BbISIBNIEHbl MUHOPHbIE MOJIEKYNISIPHbIE TPAHCKPUNTHI,
41O NOTPebOBano NOUCKA HOBbIX 1IEKAPCTB C TOYEYHbIM AeW-
ctBMeM. B HacTofllee Bpemsa B KIMHUKE WMCNONb3yeTcs
TPUOKCHUA, MbllbsiKa, KOTOPbIM OKa3blBaeT 40303aBUCUMOE
Bo3aevcTBue Ha reH PML-RAR (BKMto4ast U MMHOPHbIE TPaHC-
KpUNTbl) — OT AMddepeHLMpyIoLLero AeNCTBUA NPU Masbix
[103ax [10 MOMHOro NoAaBieHns (YHUUTOXEHUS) TPAHCKPUNTa
NpW UCMNoNb30BaHMK 6ONbLIMX A03.

OTU [OCTUXKEHUS B MNOMHOW Mepe MNOATBEepAaloT CoOoT-
BETCTBYylOWEE MOJIOKEHNE Hay4YHO-BpayebHOM [eKnapa-
umm XXI BeKa — paK n3 yncna dartanbHbix 60/1€3HEN B nep-
BOW 4eTBEpPTWM 3TOro cronetvs OyaeT nepeBefeH B YWUCNOo
XPOHUYECKMX, yNpaBaseMblx 3abonesaHui. MNpumepom cny-
XWUT nobeaa Hag OAHUM M3 OMyXOsneBbIX 3ab0neBaHUM —
XPOHUYECKUM MWENONIENKO30M, MPU KOTOPOM BbISiBIEHA
cneunduyeckanas XpoMOCOMHas TpaHcaoKauuma t (9,22).
MNocne onpeneneHns MonekynsspHoro aedekra, CBA3aHHOIo
¢ obpa3oBaHMeEM XUMMepHOro reHa Bcer-Abl u ero oOHKo-
npoTenHa, aBnsLEerocs cneundmnyecKon TMPO3NHKNMHA30M,
Hapylalwen KIeToyHyto anddepeHUnpoBKy M anontos,
MOUCKU MHIMOUTOPOB TUPO3UH- U CEPUHTPEOHUHKMUHAS NpU-
BE/IM K CO3[aHuI0 YHUKa/IbHOro npenaparta — MMaTuHW6a
Me3unarta, KOTopbii B Kynbrype Bcr-Abl+-KneTtok Bbi3biBa-
eT uabupartenbHylo rméenb KieTok onyxonn npu 10-20%
NOBPEXIEHUN KIETOK HopMalbHOro remonoasa. Bcnep
3a 3TUM OTKpbITMEM B 1998 I. Hayanuch LWMpOKoMacWwTabHble
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KIMHUYECKNE uccnegoBaHmna 3a pybexkom, a ¢ 2000 r.—
n B Poccun y geten, noagpocTKOB M B3pocibix. Ha ¢oHe
NeyvyeHns umaTuHuba Me3unnaTom nosiHas remMaTonormyecKkas
peMuccus CoXpaHseTcs B TevyeHue roga OT Havyana Tepa-
nMn y 90% naumMeHTOB C XPOHUYECKUM MUENONIENKO30M.
1o AgaHHbIM MONEKYNAPHOro MOHUTOPUHIA, MPOBOAMMOrO B
TeyeHue 3 neT y Nu1L, NPOAOIKAOLWMX MOCTOSHHO NoyyYaTb
npenapar, YactoTa MOJIEKYNISPHON peMUCCUMU COoCTaBuna
68%. lMpu oueHke abdeKTUBHOCTU Tepanuu umaTuHUOa
Me3unnaTom 4yepes 1 rog npuv XpOHMYECKOM MUENOSIENKO3e
B ¢daze aKcenepauumu OT Havyana NeyvyeHuss remaTosioru-
YeCKUN OTBET coxpaHancsa y 96% nauueHToB: MOMHbIK —
y 56%, YactuyHbin — y 32%, perpeccus B XPOHUYECKYIO
dazy 3aboneBaHns — y 8%. B nocnegHue rofbl nonyyYeHsl
[laHHble 0 MexaHW3Max Pe3NCTEHTHOCTU K uMaTUHMOa Me3u-
fnaty B CBS3M C MyTauMaMW B HYK/IE€OTMA-CBA3bIBaOWEN
netne goMeHa Abl-knHa3sbl. KnMHnyeckas pe3ncTeHTHOCTb,
obycnoBneHHasa paaoM MyTauui, MOXET ObiTb NpeofoneHa
nyTeM ackanauuu o3 uMaTuH16a mesunarta Uin UCnonb30-
BaHWSA CleayloLlero nOKONeHUS MHIMOUTOPOB TUPO3UHKMU-
Ha3bl (Hanpumep, ceMencTBa NUPUAON-NMMPUMUANHOB UK
TUPDOCTUHOB).

9BoNOUMA 3HaAHWMK B 06/1aCTU OMOSIOTMKU HEXOOKMHCKUX
nMMmboM y aeten, BblaeneHme 3 NUMHENHbIX TUMOB OMyXosu
(B-, T- 1 rpynnbl KPYMHOKNETOYHbIX TMMOOM Pa3UYHOIrO
rucTtoreHesa), BHegpeHue anddepeHunMpoBaHHbIX MPOTOKO-
0B nevyeHus 60nbHbIX (NpoTtokon NHL-BFM-90), ncknioyato-
LMX XMPYPIrUYECKYIO PE3EKLMIO ONYXO/K U NTYHEBYIO TEpanuio,
B MPaKTUKy paboTbl Cneuuann3npoBaHHbIX CTalMOHapoB
Poccun nossonunu B Teyenne 15 net B 10 pas ynyywuTb
pe3ynbTaThl IeYeHUs 3TOr0 KOHTUHIeHTa 60/bHbIX.

[pn ycnoBHOM pasfeneHun Takoro nepuoga Ha 3 aTtana
OTYETNIMBO BMAHO, 4TO Ha 1-M 3Tane TO/IbKO Ha OCHOBE
YKECTKOro BbIMO/IHEHUS CTaHAaPTOB NevYeHns 1 o6ecrneyeHuns
60/bHbIX HEOOX0AUMbIMM MNpenapaTaMn yaanocb AOCTUYb
50%-1 BbI}KMBAEMOCTH BONIbHBIX HEXOAXKMUHCKOM NMMGbOMON.
Ha 2-m atane npoBoAMIOCh crieuunanbHoe obyyeHue Bpa-
4yen NpUHUMNam ConpoBOAUTENIbHON Tepanun (MPoduIaKTu-
Ka ¥ NnevyeHne UHPEeKLMN Y UMMYHOKOMMNPOMETUPOBAHHOMO
X039MHa, 3aMecTuUTeSibHasd KOMMOHEHTHas Tepanus, KOH-
TPOSb HEOT/IOXHbIX COCTOSIHUM U T.A.), YTO MOBBICU/IO BbIXMK-
BaeMocCTb 60/bHbIX 40 70% W COKpaTUIO BPEMS UHAYKLUK
peMuccuun. Hanbonblumn MHTEPEC Bbi3Bas Cleaylolnn, 3-u
3Tan, 6a3upyloWmnncs Ha pyHaameHTaNlbHbIX UCCNef0BaHUsX,
060CHOBbIBaOWMUX UCNONb30BaHWe MOAUMDUKATOPOB Kie-
TOYHOW PE3UCTEHTHOCTU, KOJIOHUECTUMYNMPYIOLLMX U POCTO-
BblX (GaKTOPOB, WHTEPNEWKMHOB, TOYEYHOW (TapreTHOW)
Tepanuu. MNonyyeHne aHTUTEN K KnactepaMm avddepeHum-
POBKMW, Hanpumep, B KNEeTOYHbIX ONyxosen, NpUBENo K co3-
[aHWI0 HOBOrO MOKONEHUs fieyebHblX NPOTOKOsOB. epBbii
NPOTOKON NleYeHUss B KNETOUYHbIX HEXOAKMUHCKUX NUMOOM
y OEeTeN C MCNONb30BaHMEM XMMWUOMNpPenapaToB B KOMOMU-
Hauuu ¢ putykcumabom B 2004 r. cTtan npegMeToM KIWHU-
YeCKMX ucnbiTaHu y 35 aeten B Bo3pacte oT 2 Ao 17 neT.
HabnogeHue B TedeHne 4 neT 3a 3TOW rpynnon naumeHToB
noKasano, 4To TonbKo B 1 cnydae Oblia KOHCTaTMpoOBaHa
nepBuYHas Pe3UCTEHTHOCTb ONyXxosn, n y 1 pebeHka pas-
BUNCS peunaunB; 82% 60/bHbIX HAXOAATCSH B PEMUCCUUN MPH
MeanaHe 4AnTenbHOCTU HabngeHus 2 roaa.

Ycnexu B nevyeHunn aeten ¢ numpomMmon XoaKkuHa B PP cea-
3aHbl C BHEAPEHWEM B NPaKTUKY MPOTOKONA JIeYeHus, pas-
paboTaHHOro M anpobupoBaHHOro Ha 10 ThiC. NALMEHTOB

HEMELKMMU M aBCTPUMUCKMMMK chneumannuctamn (NpoToKon
HD-DAL-90). MpoToKon noKa3an BbICOKYO 3PDEKTUBHOCTb
NpPU HU3KOM TOKCMYHOCTU, NO3BONSAIOLLEN BECTM NaLMEHTOB
ambynaTtopHo. [Mpn UcnoNb30BaHWK 3TOro NPOTOKOA Neye-
HUA aeten ¢ nuMmbomon XomxkKnHa B Poccum 10-netHsag EFS
neten B Bo3pacTe Ao 14 net coctaBuna 81%, 0S — 94%.
Mcnonb3oBaHWe 3TOro NPOTOKONa y NauMeHTOB B Bo3pacTe
15-21 net 1 B3pocabix A0 29 net NpoaeMOHCTPUMPOBaso
aHanornyHble pesynbratbl: 5-neTHaa OS — coctaBuna 90%,
EFS — 79%, RFS — 90%.

KnioueBbiMM npobneMamu B NIEHEHUU BGONbHbIX TUMPOMOM
XOOXKMHA, K COXaneHuio, oCTaloTcs TEXHONOrMYeCcKoe oTCTa-
BaHWE OTEeYeCTBEHHbIX 6a3 fy4eBow Tepanun (KobanbToBble
MNyLIKU BMECTO JIMHEMHBIX YCKOPUTENEW) U YCTPAHEHUE peLy-
a1MBOB. BONbLIMHCTBO peuuavMBOB pa3BMBalOTCA B MNepBble
2 roga (4epe3 6-18 mec) nocne oKOHYaHusa auddepeHumn-
pOBaHHOW Teparnuu B 3aBUCUMOCTM OT CTaguun 3aboneBaHus.
Mpn No3aHMX peumamMBax C yCnexom WMCMNonb3yeTca yaapHas
Tepanus ndochammaom, 3Tono3MaoM M NPeaHN3070HOM UK
apyrme kombuHauumn 3-4 xumwuonpenapatoB (ABVD, CEP
n ap.). Mpy pe3nUCTEHTHOCTM ONYXONN U/UNK PA3BUTUM PAHHKUX
peumanBoB 6e3 nposeaeHus TICK waHcbl Ha W3nedyeHue
paBHbl Hynto. Mcrnonb3oBaHWe Nporpamm BbICOKOAO30BOWM
Tepanuu ¢ ayto-TICK KocTHOro mosra mnun nepudepuyeckomn
KpoBKW Mno3BongeT Aoctnyb 5-netHen RFS y 60% 60nbHbIX,
npuyem y geten u NOAPOCTKOB 3TOT MoKasaTeNlb AOoCTUraeT
80%. B xofe npoBefeHHOW paboThl NOAyYEHbI BaXHbIe Mpak-
TUYECKME pe3ynbTaTbl, CBA3aHHbIE C BbIGOPOM CXEMbl MOGH-
nm3aumm NCK — cxembl Dexa-BEAM (gexkcameta3oH, KapMmy-
CTUH, 3aTONO3MA, UMTO3ap, mendanar) u DHAP (nekcameTasoH,
LUMTO3ap, LUUCMNATUH) C KOMIOHUECTUMYINPYIOLWMM haKTopomMm,
KOTOpble Hapsaay ¢ MOGMIN3aLMOHHBIM 06EeCNEYNBAIOT U LIMTO-
pefyKTUBHbIN 3bdEKT, a TakKe pa3paboTKOM CUCTEMbI COMPO-
BOAMUTENbHbBIX MEPOMPUATUI, MO3BONSIOLLMX CHU3UTb PaHHIOK
NOCTTPaHCNNaHTaLMOHHYIO IeTanbHOCTb < 5%.

0Oco60ro BHUMaHWSA 3acNyKMBalOT OMyXoNiu LeHTpasbHON
HepBHOW cuctembl. lepBuyHble onyxonu LIHC cocTtas-
nawt  16-20% 3n10KavyecTBEHHbIX HOBOOOGpPa30BaHMWMU
y AeTew, ycTynas no 4acToTe TONbKO JfleMKOo3aM, Mpuyem
95% n3 HUX npeactaBfieHbl ONyXO/IIMU FOSIOBHOIO MO3ra.
3a60/1eBaeMOCTb OMyX0NsiMW FOIOBHOrO MO3ra COCTaBnsieT
2,4 cnyyas Ha 100 TbiC. AETCKOrO HaceneHus, T. e. eXXerogHo
B Poccuun gnarHoctupyetcs okono 800 HOBbIX clydaeB 3ab0-
nesaHua. o 1992 r. B HaleWn cTpaHe NleyeHne onyxonemn
ro/I0BHOrO MO3ra OorpaHMyYnBanoChb XMPYpPruyeckum Bmella-
TENbCTBOM, pPEXEe — KOMOWHauMen onepaTMBHOro ygane-
HUS ONyXoNu W nydeBow Tepanuu. OTaaneHHble pe3ynbraThl
3TUX METOJ0B NIeYEHUS OKa3alnCb HEYTELUTENbHbIMKU, YTO
3aCTaBUIO HavyaTb BHeAPEHUE KOMOWMHMPOBAHHOM Tepanuu
onyxonen rosoBHOro Mo3ra y feten Poccun ¢ BKIIOYEHU-
eM B cxeMmy fieyeHus nonumxumuotepanuun n TICK. MepBble
pe3ynbTaTtbl, NOYyYEeHHblE Y NaLneHTOB ¢ Hanbonee YyBCTBU-
TENIbHOM K XMMMOTepanuu Meaynio6aacTomoin, NnoKkasanu,
yto B 43% cnyyaeB KOMOGMHMpPOBaHHAsA Tepanusa npueena
K Bblpa*KEHHOMY NONOXUTENbHOMY Ne4ebHoMy abdeKTy. Mpu
nepBUYHOM Meaynno6iacToMe nocne YacTMYHOro yaaneHus
onyxonu, ny4eBOW Tepanuu, NMPUMEHEeHWe XMmuoTepanuu
noBbIWano BbXUBaemocTb > 3 neT y 83% 60MbHbIX, cpean
UHKypabenbHbIXx 60/bHbIX 6€3 onepauuu, ¢ peuuanBamu
n MeTtactazamm — y 27%. MNpn aHannacTMYeCKMUX acTpoLm-
TOMax 6e3peunanBHas BbIXKMBAEMOCTb > 3 feT OTMeYeHa
TONbKO Y 9% 60/bHbIX.



K 2002 r. B Poccun noaseaeHbl UTorn paboTbl Koonepa-
TUBHOW TPYNMbl CNEeLUMannucToB, 06beaNHAOWMNX 17 KIAMHUK
B 10 cybbektax PP, B ob6nactu nevyeHns onyxoneun ronos-
HOro mo3sra. 3Ta rpynna ucnosb3oBajia HOBble MOAUDUKA-
MM NPOTOKONOB, pa3paboTtaHHble SIOP 1 B HalweM LeHTpe
PO/02 n PO/04 (c yBenuyeHHbIMK go3amMu LnknodochaHa
M KapbonnaTuHbl) ans meaynnobnactom ¢ 5-neTHeEN BbiXKU-
BAeMOCTb}0, COOTBETCTBEHHO, 60 1 51%. NpeaBapuTenbHbie
pesynbTaTbl peanusaumm MeTofoB BbiCOKOA03HOM MXT npwu
OMyX0JI1 FOJIOBHOIO MO3ra 3Ha4YUTENbHO YNYHLWWIN BbIXKMBaA-
€MOCTb 60/1bHbIX. JJanbHEeNIW M NPOrpecc B 1€HEHUN ONYXO/K
rONOBHOrO MO3ra CBA3aH C BblAENEHNEM MONEKYNAPHbIX
aedeKToB, 06YCNOBAMBaOWMX pa3BUTUE OTAESbHbIX ONy-
xonen, n 3abOEKTUBHOCTbIO MOUCKA TOYEYHbIX (TAPreTHbIX)
npenapatoB. COTPYAHNYECTBO C y4eHbIMU Kybbl 1 fepmaHunm
B BblOOpe HOBbIX OMONOTMYECKM OBOCHOBAHHbLIX METOA0B
NleYeHnst MpMBENO K pa3paboTKe U KIMHUYECKUM UCTIbITaHK-
M NepBOro npenapara aHTUTeN K anuTenManbHoMy dakTopy
pocTa A/19 Ie4eHUs IMIMOM MOo3ra (4159 KOTOPbIX HET CerofHs
APYyroro Metoa fledeHus, Yem nannnatuBHas onepaums).
MexaHWU3m [OeNCTBUS MOHOK/IOHANbHOroO aHTUTena HWMO-
Ty3ymaba cBsi3aH C 6/IOKMpOBaHWEM peLienTopa anuTenu-
anbHOro dakrTopa pocta U MHAYKLUMEN aHTUTEN03aBUCUMOMN
LIMTOTOKCUYHOCTU KNETOK MMNOMbI.

Mbl Hayanu wuccnefoBaHWst B 06NacTU JIeHEHUS FepMeH-
TaTUBHO-KJIETOUYHbIX OMyXOSiEW, CONMAHBIX ONyXOnen y aetew
NepBOro rofa *M3Hu 1 onyxosiel KOCTen C OpraHoCoXpaHsio-
LWMMK onepauusamMu, a Takxe onyxosnen manoro tTasa y 4eBo-
yeK. OCHOBHOM MpPO6GNEMON 3TUX WUCCNefOBaHWM ABMSEeTCS
nepesoa UX M3 dopmata MOHOLIEHTPOBbLIX B MHOFOLEHTPO-
Bbl€, YTO COMpPOBOXAaeTcs Hanbonee adbEKTUBHOM NOArO-
TOBKOW CNeuuannucToB U caMbiM 6bICTPbIM U 3QDEKTUBHbBIM
nytTeM BHEAPEHUS BbICOKOTEXHONIOMMYHbLIX METOAOB Jeve-
HUA feTen C OHKONOrMYeCKMMU 3a601EBAHUSMU B MPaKTUKY
34paBOOXpPaHeHMS.

TpaHcnaaHTaUUA reMono3TUYECKUX CTBOJIOBBIX K/IETOK
BHegpeHne metogos TICK y ageten Poccnn — otagenbHas,
nsobunylolas gpaMatuyeCKMMK CTpaHuLamMu KUCTopus,
rnaBHbIMU BEXaMK KOTOPOM BbliN CTPOUTENLCTBO 12 Kinma-
TU3MpOoBaHHbIX 610KoB B PAKB B 1992-1994 rT., noArotos-
Ka KagpoB Bpayen, mefcecTtep, cneunanuctoB B 061acTu
npoueccuHra 'CK; nepsble 12 TpaHcnnaHTauum, NpoBeaeH-
HbiXx B 1994 r., Ka)Kgas n3 KOTOPbIX HE MOBTOPSSa APYryio;
MeANeHHoe yBennyeHne Yynucna tpaHcnnaHtaummn o 80 B rog,
W, HaKOHeL, clefoBaBlUMe 3a 3TUM pPa3BUTUE TEXHOJSIOMMK
N BO3MOXHOCTU MOJSly4EHUSI PUHAHCUPOBAHWUS TEXHOJIOrMM
13 NOObIX UCTOYHUKOB.

Ha 01.05.10 B KnnHKKe npoBeaeHo 6onee 500 TICK getam
C HacneacTBEHHbIMU 3ab0neBaHUs MU, UMMyHodeduLUUTa-
MW, KOCTHOMO3roBOW HeLOCTaTOYHOCTbIO, remobnacrosa-
MW, CONUAHBIMKU ONyxoNisimu. KMcnonb3oBaHbl BCe BUAbI
ncto4yHnKoB NCK (KOCTHbIM MO3r, nepudepnyeckas v nyno-
BMHHasA KpoBb), Bce pa3HoBuaHocTM TICK (annoreHHas
poACTBEHHAs M BCe BWAbl HEPOACTBEHHOW), ayTONOMMY-
Has C pas3nn4yHbIMKM NpueMamm oTpaboTKM TpaHCNAaHTaum-
OHHOro Matepwuana. lpoBeAeHbl CpaBHUTENbHasA OLEHKa
pEeXUMOB KOHAMUMOHUpPOoBaHuUsA npu TICK y geTen, oueHKa
CPOKOB MPWXMBNEHUS TpaHcnaaHTata, 4acToTbl TOKCU4e-
CKUX U MHPEKLMOHHbIX OCNOXHEHWN, YacToTbl Pa3BUTUSA

OCTPOM W XPOHMYECKOM peaKuuh «TpaHcnaaHTaT NpoTuB
X039uHa». [NaBHbIMW MTOraMu 3TOW MHOrosneTHen pabo-
Tbl CTann [oOCTUXKeHue 68%-1 BbIXKMBAEMOCTU 6GO/bHbIX
NpW HEPOACTBEHHbIX aN/IOreHHbIX TPAHCNAAHTALMAX U pac-
npocTpaHeHne TexHonorum TICK B gpyrve y4dpexaeHus
MockBbl, CaHkT-lMNeTepbypra, ExkaTepuHbypra, HuxHero
HoBropoga M [Apyrux ropofoB, a TaKXe opraHuM3auus
B MockBe BbaHKa NynoBWHHbIX CTBOJIOBbLIX KIETOK Ans
HEpPOACTBEHHbIX TPAHCNNAHTaALUMW. 3TO NO3BOAMIO CO3aTb
NPEeanoCbIIKK ANS EXKErogHOro yBeNMYEeHUs Yyncna Bbinos-
Haembix TTCK 1 peanbHOV MOMOLLX OETSM, HE UMEIOLINM
[IPyron anbTepHaTUBHI.

OpraHuM3auusa OHKOreMaToJIorM4ecKom NoMoLLu

Ycnexu B NeYeHWW rematofiorMyeCcKUX U OHKONIOrMYECKUX
3ab0/1eBaHU Y OeTen Hanpsmyl CBA3aHbl C BblAENEHUEM
B neavatpuun Bpa4yebHOM CrneunanbHOCTU — AETCKUM rema-
TONOr/OHKONOI U OpraHn3aumMn crneunanbHOW MOCTAUMNIOM-
HOW MOArOTOBKM Bpayvyen, peKOMEeHA0BaHHOM AMEpPUKaHCKOM
akagemuen neamatpum n EBponenckon accoumauunen neam-
aTpoB B TeyeHue 36 MecC Mnocfie OKOHYaHUA Pe3naeHTy-
pbl (OpAvHaTypbl) No neguvatpuu. Bpaun — cneuymanucthbl
B 0671acTv B3POCNON OHKONOIMMKM WCKIOYaOTCAa M3 MOBbI-
LWeHna KBannduKaLmm no cneunanbHoCcTU «4eTCKas remaro-
JI0rMsi/OHKONOTUSI».

B P® B Teyenne 1991-1996 rT. (fe-daKTo) 6bI710 OpraHu-
30BaHO fle4yeHue Jeten ¢ reMatoNorM4yecKMmMmn U OHKONOMU-
YyeCKMMU 3aboneBaHusaIMU B CheumanM3npoBaHHbIX oTae-
NeHnax pecnyb/IMKaHCKKX, KpaeBbiX M 06MaCTHbIX AETCKUX
60nbHUL, (64 cybbekTa P®). B 12 cy6bekTax PP nauuneHTsl
C remMaTtosIorM4eckuMn 3abosieBaHUAMK NOJy4atoT eveHune
B AETCKMX 60MbHULAX, @ C OHKONIOMMYECKUMU — B OHKOJIO-
FMYECKUX AMCnaHcepax, MpU4yeM AeTu C remabnacto3amu
W OMyXONIIMW FOJTOBHOIO MO3ra NnosiyyatoT JieYeHne UCKITIOY K-
TeNbHO B AETCKUX 6OSIbHULAX.

MoAroToBKa cneunanucToB B COOTBETCTBMU C PEKOMEHJaLM-
AaMU AMEepUKaHCKOM akageMuu neguatpun n EBponenckon
accoumaumm neguaTpoB NPOBOANUTCS Ha Kadeape remartono-
MU U OHKONOTUK POCCUNCKOrO rocyaapCTBEHHOrO MEAMULIMH-
CKOro yHMBepcuTeTa, NpuYyemM cneumannsauns no OHKOJNO-
My BKIOYAET MNOArOTOBKY AETCKMX CMELMANMCTOB U MO TaK
Ha3blBaeMoKn «B3POC/ION» TremMaTosIorM4eCKoM MaTosiormu
W OETCKOM OHKONornu. Takum o6pas3om, Bpad, paboTatoLLni
C OeTbMW, CTPaAAoOLLMMN OHKONOTMYECKUMU U FreMaTonoru-
YeCKMMMU 3aboneBaHusamMun B PP, fomkeH umeTb cepTudurat
no 3 Bpa4yebHbIM CreumanbHOCTAM, YTO 3aTpyAHAET MoAro-
TOBKY ¥ MEPenoaroToBKy ANs pecepTudurKaymu.

B 2010 r. B Poccumn co3paHo npodeccroHanbHoe cooblie-
CTBO Bpayen «HaumoHanbHOe 06LWECTBO AETCKUX remaTo-
JIOFOB M OHKOJ/IOrOoB» AN NPOBeAeHUs Hay4YHO O6OCHOBaH-
HbIX KOOMEPMPOBAHHbLIX MHOMOLLEHTPOBLIX WCCAeA0BaHUM
3ODEKTUBHOCTU NIEYEHUS, OpraHM3aunu NepcoHndULMpoO-
BaHHOro peructpa 60/bHbIX, MPOCNEKTUBHOM 6a3bl AaHHbIX,
NoAKpenseHHbIXx 060CHOBAHHOM CTATUCTUKOW, U KOHTPONS
COOTBETCTBYIOWEro o6bemMa GUHAHCUPOBAHUA U3 BloaXKeTa
N BHEOIOOXKETHbIX GOHAOB (CTPaxoBaHWE, MOXepTBOBAHUSA
W T.A4.). 3T0 6yaeT cnocobcTBOBaTh PEBONMIOLMOHHLIM U3Me-
HEHUAM MPaKTUYECKOro 34paBoOXpaHeHns BO 6/1aro nauu-
€HTOB, CTpajaloLmMX reMaToNorM4eCKMMM 1 OHKOIOTMYECKH-
MW 3a60s1eBaHUSMM.
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