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YcnoBHble 0603Ha4YeHus U COKpaLieHus

Anno-TKM — annoreHHas TpaHcnnaHtaumsa KOCTHOro Moara

ATl —  @HTUTUMOLMTAPHbLIN rMoOynnH

BO3 — BcemupHaga opraHmsaumm 3gpaBooXpaHeHuns

NCT — WMMYHOCYNpeccuBHasa Tepanus

MAK — MuenoabnaTuBHbIN PEXUM KOHOULNMOHUPOBAHUS

MAOC — MuenogucnracTnyeckme CUHLPOMbI

ML, — uuTapabuH B Marnbix go3ax

MOLL — Manble go3bl uutapabuHa

MPbB — MUHMMarnbHas pesngyanbHas 60onesHb

OMII — OCTpble MMENONAHbIE NENKO3bI

MNP — nonHasa peMmuccus

PA — pedpakTepHaa aHeMus

PANB — pedpakTepHasa aHeMus ¢ n3bbITkom 6nacTos

PAKC — pedpakTepHasi aHemMusl C KonbLEeBbIMM cngepobnacramm

PKCWO —  PeXUM KOHOULMOHMPOBAHUA CO CHUXKEHHOW
WHTEHCUBHOCTbLIO 03

PTIMX — Peakuus TpaHcnnaHTaT NpoOTUB XO358MHA

PUMAO — pedppakTepHada UMTOMNEHUA C MyNbTUNUHENHOW
aucnnasmen

TKM — TpaHcnnaHTaumsa KOCTHOro Moasra

TIMNCK — TpaHcnnaHTauus nepndoeprnvecknx CTBOSOBbLIX KIETOK

®ADBb — Knaccudpmkaums dpaHko-AmepukaHcKo-bpuTaHckon
rpynnbl 3KCNepToB

LICA — uMKnocnopuH A

oo —  3pPUTPOMNOITUH

EBMT — European Society for Blood and Marrow Transplantation

FISH — donyopecueHTHasa rmbpuagnsauyus in situ

IBMTR — International Bone Marrow Transplant Registry Database

IPSS — International Prognostic Scoring System

IPSS-R — Revised International Prognostic Scoring System

WPSS — WHO classification-based Prognostic Scoring System



BBeaeHue

Muenogucnnactnyeckue cuHgpombl (MAC) npeacrtasnaoT cobou
reTepOreHHyo rpynny KroHamnbHbiX 3aboneBaHU CUCTEMbI  KPOBW,
XapakTepusylLwmxca UUTOMEHUEeW, npusHakamm AOUCMUenonoasa WU
BbICOKMM PUCKOM TpaHcdopmMaunmm B OCTpble MWUENouaHble JenKosbl
(OMJIT). B EBpone u CLUA 3aboneBaemocTb B o00wen nonynaymm
coctasngeT okono 4-5 cny4vaes Ha 100 Tbic. HaceneHunsa B rod. locne 60
net yacrtota ysenuymsaetca Ao 20-50 crnyyaeB Ha 100 TbIC. YyenoBek B
rog. B uenom B EBpone exerogHo OMarHOCTUPYHOT MPUMEPHO 25 ThIC.
HOBbIX Cly4yaeB. YuuTbIBasi HEYKNOHHOE «CTapeHue» HaceneHna EBponsbl,
nonaratlT, 4TO 4ucno naumeHtoB ¢ MOC Oyoer B 6Gnwkanwme
AecatTuneTnsa nNuwb Bo3pactaTb. OTU AaHHble CBUAETENbCTBYIOT O TOM, YTO
MOC moxeT cTtaTb OOHOW M3 aKTyarnbHbIX Npobnem Ans remaTonoros u
Bpayen apyrux crneuyuanbHocTen. K coxaneHuto, CTaTUCTUYECKUX OaHHbIX
0 3aboneBaemocTu n pacnpoctpaHeHHoctn MAC B Poccun HerT.

Pasnnuyun B 3abonesaemoctn MJC B 3aBMCMMOCTU OT 3THUYECKOM
NpUHaanexHocTn He cywectsyeT. OgHako, B cTpaHax A3vn No CpaBHEHUIO
c esponeunckon nonynaunen, MOC 3abonesawT B 6onee paHHEM
BO3pacTe, valle BCTpPe4yalTCs BapuaHTbl C rmnonsiasnen KpoBeTBOPEHMUA.
Cpean aHOManunin KapuoTuna pexe BbISBNAKT M30NMPOBAHHYIO Aeneuumto
5Q v vauie — TPMCOMUIO XPOMOCOMbI 8.

YuutbiBas, 4to TedeHne MIOC moxeT BapbupoBaTb OT MHOONETHOIO
A0 arpeccuBHoro, 6bICTpO npuBoaswemy K TpaHchopmauum B OMIT,
NPUHATME KITMHUYECKMX PELLUEHNI, Kacalowmecss CPOKOB Havana un sbibopa
METOAO0B NEYEHnd, ABNAETCS OOCTAaTOYHO CrOXHbIM. KpomMe Toro, MHorme
pekoMeHgauunm  OTHOCUTESNbHO  3OMPEKTUBHOCTM  Te€X  WUIN  UHbIX
TepaneBTUYECKMX BO3OEUCTBMA 4acTO OCHOBaHbl Ha pe3ynbTaTax

HEKOHTPOJINPYEMDbIX KIMMHUYECKNX nccrnegoBaHuni, KOTOpbIE HE



obecnevnBaloT JOCTATOYHYIO JOKasaTenbHy 6a3y B NoaaepXKy TOro unm
WMHOro nogxopa.

B nocnegHue rogbl  6binn  paspaboTaHbl  pekomeHgauuu
EBponenckoro obwectea LeukemiaNet no BblGopy cTaHOApPTHbIX
ANarHoCTMYeCcKux npouenyp v tepaneBTUYECKMX NOoAXOoA0B AS1s B3POCHbIX
naumMeHToB ¢ nepsuyHbiM MOC. AHanornyHaa nporpamma npegsioxeHa u
perynsapHo obHoBnsieTca HaumoHanbHOW oHKonormyeckon cnyxoon CLUA
(NCCN).

Pasgen 1. MeTtoabl AMarHOCTUKN

B ocHoOBY npeactaBneHHbIX B [OaHHOM WCTOYHMKE Poccumnckux
KNMUHUYECKMX  pekoMeHgaumn 6binm  nonoxewol  MexxayHapogHble
cTaHOapTbl, OMbIT W KIWHUYECKME wuccrneadoBaHuss doegepanbHbiX W
PErnoHanbHbIX rematonormyeckux ueHtpoe P® no pguarHoctuke u
neyeHnio MOC. Bce pekomeHaauuu, 3a UCKAOYEHWEM OTAENbHO

oTMeyYeHHbIX [C, D], HOCAT ypoBEHb AOKa3aTeNbHOCTM HE MeHee 2A.
1.1. OudcdepeHumnanbHaa amarHoctuka MOC

Beaywmmmn cumntomamm MIOC aBnswTcsa  UMTONEHMWN, KOTOPbIE
ANarHoCTUPYOT NPU CTOMKOM CHWXKEHUWU remMaTonorMyecknx nokasateneu
HWKe MoporoBbix 3HayeHun: Hb < 100 r/n; abconTHOoe 4Yucno
HelTpodpunos (AYH) < 1,5 x 10°%/n w/vnm TpomGoumToB < 100 x 10%n. Bee
AnarHoctmyeckue npoueaypbl HarnpasfieHbl Ha WCKITIOYEHUE pPeaKTUBHbIX
UMTONEHUA WU OPYruxX KroHanbHbiX  3abonieBaHuMin  KPOBETBOPHOWN
cuctembl. Npu gudpdepeHunansHON gMarHOCTUKE HEODXOANMO YUYUTbIBATb
aHaMHecTu4eckune AaHHble 0 BO3MOXXHOM npegLuecTByoLen
XumMmnoTtepanuu, obnyvYeHun, MMMyHOTepanun, JevYeHun npenapaTamu
pagnoakTUBHOIo Moga, npodeccruoHasrbHbIX BPegHOCTAX, CBA3AHHbIMU C
BO3QEeNCTBMEM BpeaHbiXx BewecTB (ocobeHHO 6eH3ona), notpedbneHun
ankoronsi, KypeHWW, CKINOHHOCTM K CMOHTaHHbIM KPOBOTEYEHUAM W

NHEKUMAM. Y MOSoabIX NaunMeHToB HEOOBXOAMMO MPUHATbL BO BHUMaHUE
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COCTOAHWNA, YKa3blBawlWine Ha HacleacCTBEeHHble HapylleHUA remMornosasa,

Takne kak aHemusi ®aHKOHM N 3aboneBaHuUsa CBA3aHHbIE C HapyLweHnem

OJTMHbI TenomMep (HaCJ'Ie,D,CTBeHHbIVI AONCKepaToal, aryiactnyeckad aHeMuna m

ap.).

Ona noxunblX 60MbHbIX HEOo6XO0AMMO WUCKIOUYNTD BTOpVI‘-IHbIVI

XapakTep U3MEeHeHWI, B NepBYy0 ovyepenb acCOUMMPOBAHHLIN CONMUAHLIMM

OonyxoJsiamMu.

[ucnnasus POCTKOB MMHEISIONO033a HEKITOHAalIbHOIo XapakTtepa MOXeT

ObiTb OBycrnoBneHa UenbiM CNEeKTPOM 3TUONOrnmYyeckux daktopoB. Tak,

AON33PUTPONO033 MOXET HabnoaaTbea Nnpu:

B12/conat-aeduumnTHBIX aHEMUAX; BPOXKOEHHOMN
AN33pUTPONOITUHECKON aHEMUU;

ayTOMMMYHHbIX FeMOSIMTUYECKNX aHEMMUSIX;

napoKcu3MasibHON HOYHOW reMorsiobnHypuu;

anKorofibHOM MHTOKCUKaLNW;

BUPYCHbIX MHGekunsax (renatutel B n C, BUY, OBB, napsoBupyc
B19);

NHEKUNOHHBIX 3aboreBaHnsx (MunnapHbein Ty6epkynes, manspus,
nenwmMaHmno3s)

oTpasneHnn 6eH3MHOM, CBMHLIOM 1 OPYITMMU TSXXENbIMU MeTannamu;
KaK NposiBIieHNe rnapaHeonnacTM4eckon peakumm, B TOM Yucne npu
BOBMEYEHNN KOCTHOrO Mo3ra npu numdomax/nemnkosax;
ayTOMMMYHHbIX 3aboneBaHnax (CMCTeMHAdA KpacHasi BONYaHka,
ayTOUMMYHHbIA TUPEONaUT);

aedovunte meam n/vnn n3bbITOYHOM NOCTYMIEHUM LUHKA C NULLEN.

OunsrpaHynonoas MoxeT HabnogaTbCes:

Npwn UCNOoNb30BaHUKM NnekapcTBeHHbIX npenapatos (IM-KCP,
MMMYHOZENPECCaHTbI);

npwn BUPYCHbIX MHpekumsx (BUY, Ob6B);

Kak NposiBfiEHNEe napaHeonnacTU4eckon peakumm;

nocrie xmMmmoTtepanmn B nepmno BoCCTaHOBI1€HNA KOCTHOIoO Mo3ra.



AuncmerakapmoumTonoas MoXeT Habn4aTbCS:
— npu BUY-nHpekumn;
— peakTMBHOM/NapaHeonsiacTu4eckoMm mmenogunobpose;
— MpW TpaHCNaHTaumMm KOCTHOro Mo3ra un nocne npoBegeHHON
XumMmnoTepanuu.

Merano6nacTtHblie aHeMuu

MeranobnactHble aHeMun - 3TO rpynna aHemuur, oBYCrOBMEHHbIX
HapyweHnem cuHtesa OHK B aputpokapuoumTtax sBcrnegcreve geduumta
BuTamMmnHa B12 w/unn conueson kncnotbl (6onee 90% crnyyaeB) u
XapakTepuayLwmxca meranobnactHbiM TUNOM KpoBeTBopeHus. Oeduumt
donmeBon KNCNOTbI pa3BUBaETCH B TEYEHNE HECKOSTbKMX MECALEB M YacTo
BCTpeYyaeTcs y nud, 3noynoTpedndawowmx  ankorosieMm,  BOnbHbIX
cTpajawwmx remMonuTU4ecKuMn aHemusmn, 6GepeMeHHbIX, naen,
NPUHMMAaKOLLMX NPOTUBOCYAOPOXKHbIE NpenapaTbl nnu bucenTon, a Takke y
XEHWMH, Ha oHe npuvemMa nepoparnbHbIX KOHTpauentueoB. [Hedwuuunt
BUTamuHa B12 pasBuBaeTcs B TeveHne HeCKONbkux net. K Hemy npmBoaaT
pe3ekuuns Xenyaka, KMWeYHbln ancbakrepmnos, BocnaneHne unm pesekumns
TONCTOM KULIKW, WHBA3US KULWIEYHbIMU refibMUHTaMu, ractput tuna A ¢
ayToaHTUTENamMu NpPOTUB MapueTarnbHbIX KNEeTOK Xenyaka unn dgakropa
Kactna. KnuHuyeckumn nposieneHusamun  Bl2-peconuntHom  aHemuun
ABMAIOTCA  HENMOCPEACTBEHHO  aHEMUYECKUA  CUHOPOM,  XKenTyxa,
HeBporormyeckaa CMMNToMaTmka 1 rmoccuT.

NabopaTtopHble AaHHbIe:

— nepudpepnyeckasl KpOBb: rMNepxXpoMHas aHemMusi, 4YacTo
COMpoBOXOaeTcsl TpoMOBouMTONEHNEN N/ NTENKONEHMEN,
aHW30MOMKMIOLUTO30M;

— Muenorpamma: gucnnasus KpoBeTBopeHus, MeranobnacTtongHocCTb,
MOryT BCTpeYaTbCs «KonbLUeBble» OpMbl cMaepobnacTos; ans
HapyLUeHUW rpaHynoumMTonoasa xapakrepHsbl "ruraHTckmne”

MeTaMUENOLUNTbI U NanoYkosaepHble HEUTPOUIbI;



— OMoOXUMMNYeCKNn aHann3 KPoBW: NOBbILLEHME YPOBHSA bunupybuHa 3a
cyeT Henpsimon dopakuuu n aktusHocTu J14T;

— CnrieHomeranvs;

— rocrne Havyana Tepanun ButamuHom B12 (dponneson KUCroTon) B
aHanuse KpoBW BbIABINAETCA PETUKYNOUMTAPHLIN KPU3 Ha 5-7 CYTKU K
yrydueHne rnokasartesien KpacHOM KPOBU, YTO He XapakTepHO ASis
BonbHbIX pedpakTePHLIMU aHEMUSIMU;

— aHTuTena K napueTtanbHbIM KneTkam xenynka nnn gakropy Kactna;

— W3MEHEHUs KapuoTuna KneToK KOCTHOro Mo3ara npu meranobnacTtHbIX
aHeMusaXx He BCTpeyaroTcs.

Annactuyeckasa aHemus (AA)

OudpdepeHunanbHbin - guarHo3  npoBoamtca Mexgy AA  n
pedpakTepHbIMU LMTONEHNAMMN, NpoTeKaLWnUMm c annasuemu
KpOBETBOPHOW TKaHW. [1ns o6omx naTtonornyecknx COCTOSIHUA XapaKTepHbl
NaHUMTOMNEHNS N CBA3AHHbIE C HEW MHMEKLUMOHHbIE U remopparndeckme
OoCrnoXxHeHus. bonee BblpakeHHasi annasvsa KPOBETBOPEHUS, NO AaHHbIM
MMCTONOrMYECKoro uccrnegoBaHusi, Habnwogaetca npu  AA. TpusHakm
aucnnasmm co CTOPOHbI 3PUTPONO33a MOryT BCTpevaTbCs, HO B ApPYrux
POCTKax afieMEHTbI AuUCna3sMm Bcerga oTCyTCTBYIOT.

Ona AA He xapaKTepHO:

— WN3MEHEHWe KapuoTuna;

— PEeTUKYNUHOBLIN hrnbpo3 (Mo AaHHbIM TpenaHobuoncun);

— renarocnfneHomMmeranus;

— [ANarHoCTUYECKUM  KpuTepmem MOXET ChyXuTb onpejeneHue
aKTUBHOCTU LLIeSTOYHON docoTasbl B HenTpodunax
nepudepnyeckon KpoBM, TaK KakK Yy OONbHbIX pedpaKkTepHbIMA

dHEMUAMU OHa HUNXE HOPMbI, a Y B6onbHbIX AA BbilLE HOPMBbI.

MapokcuamanbHaa HouyHaa remornoouHypusa (MHIN)




[MapokcmamanbHas HovHaa remornobuHypus (6onesHb MapkuadaBbl-
Mwukenn) — npuobpeTeHHasas  QopmMa remMOoNUTUYECKOM  aHeMuMu,
XapakTepusyowasacs nosiBfieHMEM NaTONOrM4YecKoro KrnoHa SpuUTpPoOLMTOB,
nmerwmx MmembpaHHble gedekTbl, obycnosnmBarome MX MOBbILLEHHYHO
YYBCTBUTESNIBHOCTb K KOMMSIEMEHTY CbIBOPOTKM KPOBW, MNpoOTeKawwas c
npu3Hakamum BHYTPUCOCYOMCTOrO remonumsa, npu KOTOpoM Habniogaetca
remMorfiobuHypusi, remocuaepuHypuss 1M MNoBblleHne  cBOOOOHOro
remorniobuHa nnasmol.

XapaktepHbiMu npu3Hakamu ana MNHI asnaoTca:

— HOPMOXPOMHasi aHEMMUSA B NEPUOL KPU30B, BHE KOTOPLIX YPOBEHb
remMornodbnHa MoxeT 6biTb HOPManbHbIM;

— npu 6onbLUNX NOTEPSX XKenesa (reMocnaepuHypust, BolpakeHHas
reMorriobuHypust) aHemMmsi HOCUT MMNOXPOMHBIN XapakTep;

— PEeTUKYNoumTO3;

— NPU3HaKU pasgpaxeHnsa KpacHOro pocTka B MUenorpamMmve;

— npuxogsawas rvnonnasvss KOCTHOro Mo3ra npu rMCToNorM4yeckom
nccnegosaHum TpenaHobuonTtaTta, NMMOO MMNEPKNETOYHbIA KOCTHbLIN
MO3I C rmnepniasmen KpacHoro pocTka,;

— YpPOBEHb CbIBOPOTOYHOIO Xenesa HopMasibHbI UK, NP NOCTOSAHHOM
BHYTPMCOCYOMUCTOM reMonmnae, NoOHMKEHHbIN.

OTnuunTenbHble NPU3HAKMU:

— rMnNepounnupydbrHemMmna 3a cHeT HeNpPsIMon pakumm;

— TMOBbILLEHNE YPOBHS CBOOOAHOrO remorniobuHa nnasmsl;

— BbigaBrieHue lNHI-knoHa MeTogoM UMMYHOMEHOTUNMMPOBAHNSA KITETOK
nepudepudeckon kposun: CD235+/CD59- cpeamn aputpountos, CD24-
/IFLAER- cpeau rpanynountoB u CD14-/FLAER- cpean MOHOUMUTOB;

— remMocuzepuHypusi n reMmorfiobnHypums;

— MOBbILEHNE YPOBHSA KOMMIEMEHTA;

— TpoMBOTMYECKME OCIOXHEHMUSA, CBSI3aHHble C BHYTPUCOCYAUCTbIM

remosim3om "1 CTVIMW'IFILI,I/IGIZ CbaKTOpOB CBEPTbIBAHUA.
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AyTOoMMMYHHaa remonuTudeckasa aHemusa (AUMA)

AUITA vawe 4aBnaeTcA BTOPWUYHOW, COMYTCTBYKOLLUEN OpPYrow
naTonorun (NnumdonponudepaTnBHble 3aboneBaHnsi, CUCTEMHAs KpacHad
BOM4YaHKa, XPOHUYECKUN aKTUBHbIN renaTtut, Hecneunuyecknn A3BeHHbIN
KONUT, peBMaToMOHbIA MNONMapTPUT) WM MOXET pa3BMBaTbCA Mocse
nepeHeceHHOn ocTpon nHdekumn (rpmnn, adrnHa). MNMpu AUIA oTmedaeTca
aHeMusi, KOoTopasi MOXET COnpoBOXaaTbCsA TpombouuToneHuen w/vunm
nenkoneHnen (cuHgpom OBaHca-Ouwepa). B mmuenorpamme xapakrtepHa
rmnepniasust 3puTPONaHOro pocTka.

[Mpun3Haku, ceuaeTenbCcTByOWME 06 aKTUBHOM reMONnMn3e:

— rmnepbunupybmnHemms;

— rMnNepypobunuHoreHypus;

— PEeTUKYNoumTO3;

— aHTuTena K sputpounTam (nonoxutenoHas npsmas npoba Kymoca) u
TpomboumnTam yKasblBalOT Ha ayTOMMMYHHbI NPOLIeCC.
CnneHomeranua He 4aBnsetca guddepeHumnansHbiM  KpUTEpUEM.

OTBeT Ha [NIOKOKOPTUKOMALI Takke cBuaeTenbcTsyeT 06 WUMMYHHOM
reHese 3aboneBaHu4.

OcCTpbIX 3pUTPOMUENIO3

OcTpbin  aputpoMmnenosd  (oCTpbit  3puUTPOBAACTHBIN  JIENKO3)
coctaBnseT 4-5% o1 uucna nepBuydHbIX U 10-20% BTOpMYHBLIX OMIJI.
Hanbonee TpyaHo AguddepeHunpoBatb AaHHbIA BapuaHT OCTPOro
nenkosa o1 pedpakrepHon aHemMum ¢ n3bbiTkom 6nactos (PAUB).

Mpwn noaTBEPXKAEHUS AaHHOro awnarHosa cnepyet
PYKOBOACTBOBATbLCS CreayoLWwmMMmy npaBuiamu:

— €eCIln KONMMYeCcTBO afpocodepkalimnx KneTtok KpacHoro paga < 50%,

TO noacyeT 6MacTHbIX KNEeTOK NPOBOAUTCA OT OOLLero yucna BceX

AApocogepKalmnx anemMeHToB KOCTHOMo Moa3ra,
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— ecnn = 50%, TO MX MPOUEHTHOE COoAEp)KaHWe BbICUYATbLIBAETCA OT
ymcna TONbKO agpocoaepXalmx HeapuTpongHbelx Krnetok (HIK).
[narHo3 ocTporo apuTpobnacTHOro nerkosa BepuduumpyeTcs npu

NOBbILEHUN KONMYyecTBa ONAacCTHbIX KNEeTOK B KOCTHOM MO3re paBHOM U
bonee 20%. [OwnarHo3 OCTpoOro femkosa npaBoMoOYeH npu brnacremun =

20% u Konu4decTBe Or1acTHbIX KNeTOK B KOCTHOM Mo3re meHee 20%.

XpoHunvyeckmun aktTuBHbIn renatut (XAI)

KnuHuyeckaa kaptuHa XAl npegctaBnsetr cobon coyeTaHue
acTeHoBereTaTMBHOrO, AUCMENCUYECKOro, JIMXOPaLOYHOro, >XEMTYLIHOrOo,
abgomMunHanbHoro 60neBoro, CyctaBHOro M remopparm4eckoro CMHAPOMOB,
nopaxeHust KoXu (Yawe peuuamsupyowas nypnypa) v 3HOOKPUHHbBIX
opraHoB. B kayecTtBe aTMoNorn4yecknx pakTtopoB MOryT BbICTynaTb BUPYCHI
renatuta B, pexe C, penbTa-BUpYyC, NEeKapcTBa, arnkorofb, 60ne3Hb
BunbcoHa-KoHoBanoBa M HegocTatoyHOCTb anbda-l-aHtutpuncuHa. K
nognonatunyeckomy XAl  OTHOCAT ayTOMMMYHHBIN U KPUMNTOrEHHbIN
BapuaHThHl.

XapaktepHbimu ana XAl npusHakamMu ABRSILOTCA.

— aHemusd, TPOMBOLMTONEHUS, pexe rpaHynoLUTONEHWS;

— B KOCTHOM MO3re MOryT BbISBNIATbLCA NPU3HaKM OM33pMTPON0a3a, HO
6e3 UMTOreHeTUYECKNX aHOMarnuin u BOBrieYeHnst ApPYrnx pocToB;

— B Buoxmmmyeckmx aHanuasax KpoBm 0TMEYaTCs N3MEHEHUS
meTabonuama 6unmpybmHa, CUHTETUYECKON (PYHKLMU NeYeHMU,
NPU3HaKn Me3eHXNManbHOro BoCnaneHusi, Hekpo3a renaToumnTos,
XonecTasa;

— Ceponoruyeckne Unn MosekynsipHble MapKkepbl BUPYCHOW MHEKL M
NONOXUTENbHbIE,

— renatocnneHomeranus, onpeaensemas nanbnaTopHo u/unun npu
nomown Y3 unu KT/MPT OptoLuHON nNonocTy;

— MOXeT onpeaendarbcd J'II/IM(t)a,EI,eHOI'IaTMFI;
12



— OnA YTOYHEHUA XapaKTepa nopa>KeHnsa BO3MOXHO BbINOJIHEHUE

oMoncum neYvyeHu.

JinmdonponudepaTtuBHbie 3adboneBaHusA

OndbdepeHumansHaa gnarHoctnka MOAC moxeT noTtpeboBatbCa C
TakuMn 3aboneBaHUAMM KakK BONOCATOKMNETOYHbIA JEeNKO3, T-KIeTOYHbIN
Nenko3 n3 6onbLUNX rPaHyNAPHbIX TMMAOLUUTOB 1 Ap.

[Mpn3Hakamu numdonponudepaTMBHoro 3aboneBaHns MoxeT ObITb:

— numMmdpoageHonaTus;

— MOHOKINOHanbHasa nponudepauus NMMQOVAHbLIX KNEeTOK,
BblgBNsiemMasi npy UMMYHOTMCTOXMMUYECKOM UCCreLOBaHNA KOCTHOIO
MO3ra, TKaHu numMgaTryeckoro yana n/mnm npu
NMMYHOEHOTUNUPOBAHUN NMUMEPOLUTOB KOCTHOIO MO3ra unu
nepudepnyeckon KpoBsu,

— renatocnfneHomeranus.

Cnektp  nabopaTopHbIX nccnegoBaHun, KOTOpPbIN MOXeET
NCnosb3oBaTbCA ans obcrnegoBaHus OO0nbHbIX B npouecce

anddepeHumnanbHOW AMarHOCTUKN, U3NOXeH B Tabn. 1.

Tabnuua 1. lNepeyeHb NadbopaTopHbIX TECTOB, KOTOPbIE
pekomeHAyeTCcs BbINOMHUTL Ha aTane audpdepeHumnanb-HOn

anarHoctukm MAOC

Kateropus

NMepe4vyeHb HEO6XOAMMbIX TECTOB
nccnenoBaHus
"femaTonorn4yeckmne * [lonHbIN KNUHMYECKUN aHaNM3 KPOBU C NOLACHETOM

TpOoMBOLNTOB, 3PUTPOLINTOB, PETUKYITOLMTOB,
nenkouyuTapHoun oopmyrbl 1 onpegeneHnemM
SpUTPOLIMTaAPHBIX MHAEKCOB

*  Mopdonornyeckas xapakTepucTuka nemkounTos,

TpOMOBOLNTOB, 3PUTPOLINTOB
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Obwaa buoxmmums
deppokmHeTUka
MMMyHOXMMMYECKNI
aHanus

remonuTmnyeckne Npoobbl

CopepxaHune donatos, B12 B cbiBOpOTKE 1
apuTpoumTax

OpUTPONO3TUH

CbIBOPOTOYHOE Xeres30

O6Lwaga n nateHTHas Xenes3ocsBs3biBaloLLas
CNOCOBHOCTb CbIBOPOTKM

deppUTHH

HacblweHne TpaHcheppuHa xenesom

nar

Bunupy6buH, AJT, ACT, Lo

MoueBas kucnota

KpeaTuHuH

ranTornobuH

Mpsamas npoba Kymbea

C-peakTmBHbIN 6enok

OnekTpodopes 6erkoB CbIBOPOTKM
Beta2-mukpornobynuH

PyHKUMOHaNbHaa akTUBHOCTb LWMTOBUOHON
Xenesbl (ropMOHbI, aHTUTENa)
Onektpodopes remornobuHos

Menb B CbIBOPOTKE KPOBU

AHTUTena k goaktopy Kactna n napuetasrbHbIiM

KIeTKaMm XXeryaka

Bupyconornyeckue BWY
Mapsosupyc B19
LinTomeranosupyc, EBV
lenatutel Bu C

Opyroe OnpepgeneHne knona MHI

Cneumnduryeckne reHeTnyeckme TecTbl Npu
NOAO3PEHMM Ha BPOXAEHHbIE TMNOMNNIasnm
KpoBeTBOpeHus (MyTaumm reHoB ELANE, WAS,
SBDS v gp.)
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Mocne nonHoro TepaneBTUYeckoro obcnegoBaHust 6GOMNbHOrO,
WUCKITIOUMBLLUETO  «BTOPUYHbIN»  XapakTep  uUuToneHun, Heobxoammo
npoBedeHne remartonornyeckoro obcrnenoBaHUsi, KOTOPOE BKIOYaeT B
cebs:

— MoOpdoriorM4eckoe uUccnegoBaHve  nepudepunyeckon  Kposu U
KOCTHOro MoO3ra [Ans OLEeHKM aHOManun KIetok nepudepunyeckon
KPOBW M KIETOK NpeaLlleCcTBEHHMKOB;

— TpenaHobMoncu KOCTHOIrO MO3ra;

— UWTOreHeTM4eckoe wuccnegoBaHWe ONns BbISBEHNA XPOMOCOMHbIX
aHomanum.

MepBuuHoe noateepxaeHne MIOC uenecoobpasHo npoBoAUTbL B
crneynanunu3MpoBaHHbIX remMaTosiormyeckmux ueHtpax (otaeneHuax). [Onsa
agekBaTHOM BepuuKkauum guarHosa W OUEHKM AUMHAMUKM TeyeHus
bonesHn TpebyrTCA MNOBTOPHbIE WCCMEeLOBaHUS KOCTHOMO Mo3ra 4epes
HECKOJIbKO HeEeNb, MECSLIEB U axe nerT.

B cnydae ecnun gucnnasma npucyTCcTBYEeT B KOCTHOM MO3re nuulb B
OOHOM M3 pPOCTKOB KPOBETBOPEHUSI MeHee, 4yeM B 10% KneTok, HeT
yBeNMYeHna KonmyecTsa bnactoB B nepudepmnyeckon KpoBmn UM KOCTHOM
MO3re, KosnbLeBble cuaepobnactbl cocTaBnsawT MeHee 15% oT
APUTPOUAHBLIX MPeawecTBEHHUKOB W HE BbISIBIIEHO LUTOreHETUYECKNX
aHoManun, TO OO OKOH4YaTenbHom Bepudukaumm gunarHosa MAC
PEKOMEHOBAHO BbIMNOSIHUTL MOBTOPHOE WCCNedoBaHWE KOCTHOro Mo3ara
yepes 3-6 Mec., B 3aBUCMMOCTU OT ANHAMWUKU KIUHUYECKNX MPOSABIIEHUN.
TakMe naumeHTbl, Kak npaBuiio, WUMEKT YMEPEHHYID UNTOMEHUD, W
ObiCTpoe nporpeccupoBaHne 3aboneBaHns y HUX ManoBeposTHO. [JuarHos
pedpakTepHon aHemun (PA) aBnsieTca NnpaBoOMOYHbIM, €Crin rnocrne 6 Mec.
HabnaeHus He ObIno ANarHoCTMpoBaHoO noboe Apyroe
remaTofiormdyeckoe unu HeremaTtonorndeckoe 3aboneBaHne, KOTOpoOe

MOr10 Obl OO BACHUTL NOABNEHNE LIUTOMNEHUN.
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basoBbiMn meTogamu anarHoctukn MAC aBnaoTCa UMTONOrM4Yeckoe,
rMMCTONIONMYECKOE M LUTOreHEeTUYecKoe WCCcrneaoBaHUsi KOCTHOro Moara.
[MpoToYHas UMTOMETPUSA, CKPUHUHI  MONEKYNSAPHbLIX HapyweHun C
NCNonb30BaHNEM LLUIMPOKOFEHOMHbBIX ~ TEXHONOrnm n MacCoBOrro
napannenbHOro  reHoTUNMPOBaHWSI B HacTosillee BpeMsi  HOCAT
nccnegoBaTeSibCKUM XapakTep U UCMOSb3YHTCA B OCHOBHOM B Hay4HbIX
pabotax. Buabl mccnegoBaHuin, uUx 3HavyeHue B aAuarHoctuke MOC u

cTeneHb 060CHOBAHHOCTN pekoMeHaaLmm npueeaeHsl B Tabn. 2.

Ta6bnuua 2. Heo6xoaumbie nccnegoBaHUA ANA NOATBEPXKAECHUA

anarHosa MAC

IOnarHocTnyeckue 3HayeHue NpoBOAUMbIX HeobxogumocTb ux
nccriegoBaHus nccriegoBaHumn BbINOJTHEHUSA
Masok e OueHka aucnnasum B KneTkax Obsas3aTenbHO
nepudepunyeckomn MMUENONAHbLIX POCTKOB

KpoBu KPOBETBOPEHUSA

e [loacyeT KonuyecTBa bnacTHbIX

KINeToK
Acnupat KOCTHOro e OueHka gucnnasum B KneTkax ObsasaTenbHO
Mo3ra MUWENOUAHbIX POCTKOB

KpOBETBOPEHMUS

e [logcyeT 6nacTHbIX KNETOK

e [logcyeT KonbLEBbIX

cngepobnacTtoB
TpenaHobuoncus e OueHKa kneToyHocTu, gucnnasmm B | ObAsaTensHo
KOCTHOro mMo3ra KneTkax MUenouaHbIX NMHUIA

e Xapaktepuctuka mbposa

e KonunyectBo CD34+ kneTtok
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LintoreHeTnyeckoe |e OnpepeneHve ocobeHHOCTEN Obs3atensHo

nccnegosaHve kapuoTuna (onpegenset rpynny
pucka)
dnyopecuLeHTHas ¢ BobisiBneHne onpegeneHHbIx PekomengaTtenbHo
rmbpuamsaums in XPOMOCOMHbIX aHOManun B
situ (FISH) NHTepdasHbIX agpax npu

HeycneLwHOM CTaHgapTHOM
LMTOreHeTUYECKOM UCCreaoBaHNM

U HopmMasibHOM Kapuotune

1.2. UuTonornyeckana amarHocTuka

B ocHoBe pguarHoctukm MOC nexut wuccnegoBaHue
Mopdonorn4yeckux oco6eHHOCTEN KIeTOK nepudepmnyeckon KpoBu u
KOCTHOro Mmo3ra.

TepmuHonormyeckn nog aucnnasven (o1 rped. duc dys —
HapyweHue + TTAGBw plaseo — obpasyo) NoHMMarT Mopdonorndyeckme
OTKIMOHEHMS OT HOPMaribHO Pa3BUTUS!, BbISBIISIEMbIE HA BCEX YPOBHSIX OT
KNeTkn [0 TKaHeW, opraHoB W OTAenbHbIX Yacten Tena. [loa
ANCMNENONO330M nogpasymeBatoT nodble KONMYECTBEHHbIE,
Ka4eCTBEHHbIE U KMHETUYECKNE HapPYLUEHUAMMW, KOTOPbIE ONPeaenstoTcs B
reMornoaTUYECKMX KrneTKax U KpOBETBOPHOW TKaHM KOCTHOIO mMo3ra. Takum
obpasom, pgucnnasvsa — 9T0 ageduHuumMa obulero nopsigka, a
ANCMMESNION033 TEPMUH OMNUCHIBAKOLWMIA OUCNIA3nio CO CTOPOHbI CUCTEMDI
KPOBETBOPEHMUS.

B cooTtBeTcTBMM C Tekywumn pekomeHgaumamm BO3 (2008) npwu
OLIeHKe gucnnasum KpoBETBOPHbLIX KNETOK crieqyeT npuaepXmnBaTbecs psiaa
obwwmx npasun. MNMpu anddepeHuMpoBaHHOM NOACYETE MUENTOKAPMOLMTOB
B Muenorpamme HeobxooMmo  uccrnegoBatb He  MmeHee 500
agpocogepXalmMx KneTtok KOCTHOro mMoasra, npu nogcyeTe NeMKouuToB B

nepudgepndeckon kposn — He meHee 200. Maskm ansa oueHkn aucnnasum
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AOMMKHbI  OblITb MPUrOTOBMEHLI €X tempora, a npu  MCNofb30BaHUU
obpasLoB, coaepXxalluux aHTUKOarynsaHTbl, CPOK UX XpaHEHUS He OOJSIKeH
npesbiWwaTh 2 YacoB. Maskn pekomeHayeTcs okpawumBaTtb no metogy Mam-
['ptoHBanbaga nnu PomaHosckoro-I' mmse.

[narHoctnyeckn 3Ha4YMMon Aucnnasven cuYmTaeTcsl, Koraa [aons
KNeToK ¢ npu3Hakamu gucnnasum npesblwaeT 10% ot 100 nogcumMTaHHbIX
aputpokapmounToB, 100 rpaHynoumtToB U He MeHee 30 MerakapuouuTOB.
MoHoNnHenHaa gucnnasmsa 9pUTPOKapMoLMTOB OMarHoCTUpyeTcs 4aule,
4yeM HeuTpoduNoB W MerakapmoumToB, W BbigBnsgeTca npu PA n
pedpakTepHOM aHemum C KonbueBbiMM cupepobnactamum  (PAKC).
MynbTunnHenHaa aucnnasmsa (B ABYX M ©Gonee MUenongHbIX JIMHUSX)
Habnogaetca npu  pedpakTepHONn UUATONEHUN C  MYNbTUIIMHENHOM
aucnnasven (PUMIO), kak Cc yBenuyeHMem Konmn4yecTBa KOSbLiEBbIX

cnoepobnacTtos, Tak n 6es.

Oucnnasma KneTok 3puTonagHoro psaa

Hanbonee yacto npn MAC HabntogatoTca NpM3HaKn OU3apuTponoasa.
[MposiBNsieTcss OaHHasas naTtonorusl, Kak npaBuio, HOPMOXPOMHOM
HOPMOLUMTApPHON WX HOPMOXPOMHOW  MakpouuTapHOM aHemuen. Y
OonbLIMHCTBA MaUMEHTOB onpegendeTca aHuM3ouMTO3 M aHU30XPOMUS
aputpouuToB. B KparHe peokux cnydasx MoOXeT Habnwogatbes
MUKpoUUTapHast aHeMusi. [n3apuTponoas xapakrtepusyeTtcs U3MeHeHUEM
MOPQOSIOrnMn ~ SPUTPOLMTOB, BKItOYasi pa3HooOpasHble MposiBfeHUs
novkunouuTtosa (oBanouuTbl, LWKN3OLUUTbI, CTOMAaTOUUTbI), MNOSABIIEHME
aKkaHTOUMTOB N MULLEHEBMAHLIX KMETOK. B uutonnasme 3putpoumToB
MOryT obHapyxmBaTbcs Tenbua >Xonnu, konbua Kebota, 6asodunbHag
NyHKTaUMa W cugeposHble rpaHynbl. B kpoBu Moryt onpegenaTbcd
HopMmobnacTbl. KonnmyecTBo peTMKyroUMTOB HOPMasribHOE UITM CHUXKEHHOE.

PeTukynountos mMoxeT OblTb 0OyCrnoBneH reMosim3aoMm LeeKTHbIX
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9PUTPOLUUTOB WNU HaNUYMEM naToNoOrMyeckon dpakunmn OnTenNbHO
XUBYLLMX KNETOK.

Mopdonormyeckumn nposiBNeHUSAMU OU33pUTPONO33a B acnupaTte
KOCTHOIO MO3ra $BMSKTCA 3pUTPOKapuouuTbl C MeranobnactougHbiMu
yepTamu, [OByxXsAepHble U MHorodgepHole  OpMbl, a  Takxke
3PUTPOKAPUOLNTBLI C HENPAaBUITbHOW bopMon nnn pparmeHTaumnen sapa, ¢
6aszoUnbHbIMKM  BKMAKOYEHUSMWU M BaKyonMsauuen  uuTtonnasmbl,
auccounaumen mexagy cospeBaHnem siapa u umtonnasmbl. OcobeHHOCTLIO
a4pa B meranobnacrax aABnsieTCca xapakTepHas KoOHAEeHcauusi XpomaTuHa,
KOTOpbIA pacnonaraeTca rnblbkamMmn HenpasBuiibHOW (POpMbl N yTpaymBaeT
pagnanbHOE pacnorioXeHne. JpUTPoKapnounTbl MOryT ObiTb CO€AUHEHbI
MEXbALEPHbIMA  MOCTUKAMW BCREACTBME HAPYLUEHUS MUTOTUYECKOro
yukna. CyMmapHOe KONM4ecTBO 3PUTPOKAPUOLMTOB B KOCTHOM MO3re He
NOBbLILWWEHO, HO B YacTU CriydaeB BO3MOXHO 3HA4UTESIbHOE YrHeTeHue
9pUTPONOa3a BMMOTb Ao pasBUTUSA KapTUHbI napuuanbHomn
KpacCHOKIeTO4YHOW annasun.

OueHka Mas3koB acnupaTta KOCTHOro mo3ra obsizaTenbHO [OSfKHa
BKNOYaTb OKpacky Ha xeneso no [llepncy Onsa BbISABMIEHUA KOSMbLEBbIX
cngepobnactoB. K gaHHbIM KreTkam OTHOCAT 3puUTpoKapuouuTbl ¢ 5 u
Bbonee NepuHyKneapHoO pacnofnoXeHHbIMWU rpaHynaMmm MMTOXOHAPUANbHOro
Xenesa, KoTopble 0XBaTbIBalOT HE MeHee 1/3 oKpy>XHOCTU siapa. B KOCTHOM
Mo3re 60mbHbIX pedpakTeEPHOM aHEMMEN C KOMbLEBbIMM cuagepobnactamu
(PAKC) onpenensitoTcs NPU3HaKn rmnepnnasum KIeToK
aputpobnactmnyeckoro psaga. NpusHakm gucnnasnmn nposaBnATCA B BuAE
gonbyatoctM sagep w  MmeranobnactoumgHocTn. Copep)kaHue  KneTok
rpaHyfioLUUTapHOro U MerakapuoumnTapHoro psiaa ¢ npusHakamn gucnnasum
He npesBbiwaeT 10%. [OuarHocTnyeckn 3Ha4YUMbIM OS11 YCTaHOBIIEHUS
anarHoza PAKC 4aBnsetca obHapyxeHue ©0onee 15% KonbueBbIX
cngepobnactoB. Hepeako B KOCTHOM MO3re MOXHO YBUAETb 3HAYUTENbHOE

KONMYEeCTBO Makpodaros, Harpy>XeHHbIX remMocuaepuHomMm. B
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nepudepmnyeckon KpoBW MOryT OnpenenAaTbCsa nonynaumm rmnoxXpoMHbIX
SPUTPOUAHBIX SOPOCOAEPXKALUMX KIMeTOK C  Npu3Hakamn aedeKkTHOn
remorrnobuHmnsaumm unuTonnasmol.

KonbueBble cugepobnactbl MOryT onpefensatbCss B pasHOM
Konuyectse 1 npu apyrmx sapmvaHtax MOC, Hanpumep, npn PUMI, PAUB n
Aaxe nNpu  3nokavyecTBEHHbIX HOBOOOPA30BaHUAX HEreMorno3TU4eCcKom
Npupoabl, annacTuyeckon u MeranobriacTHbIX aHeMusX, OOHAKO, 3TO He
MMEET KIMHUYECKOro 3HaYeHus.

[Mpn BbIpaXXeHHOM ON33PUTPONO33e B IpUTPOKapuoLmTax MOXeET
yBenunumneatbca cogepxaHue LLUMNK-nonoxmtenbHOro BewlecTsBa, a Takxe
NosBMATCA PEPMEHTbLI, KOTOPble B HOPME He XapaKTepHbl AN KIeTOK
SpuUTpONOHOro psga, Hanpumep, kucnasa dgpocdartasa v Hecreyndguyeckas

acTepaasa.

Ovucnnasua KneTok rpaHynoumMtTapHoro psiga

duncnnactnyeckne M3MeHeHust HenTpodunoB MOryT HabnogaTbes
Kak B KreTkax nepudepudeckon KpoBW, Tak KOCTHOro mosra. B nyHktaTte
KOCTHOrO MoO3ra npu3Hakm Aucnnasmm HenTpoguioB BbipaXeHbl Gornee
OTYETNIMBO, MNOCKOSMbKY B  Nepudepuyeckon KpoBu MOXeT  ObITb
3HauyuTenbHasi HENTPOMNEHUS U He Bcerga NPUCYTCTBYIOT He3perble KIeTKu
rpaHynouMTapHoro psaaa.

AncrpaHynonoas MoXeT NposiBNATLCA B BUOE  CHUDKEHUS
a3ypounbHOM 3epHUCTOCTU B UMTOMNMaaMe HenTpounios BMIOTb O
NOSIHOrO ee nc4Ye3HoBeHUs. Hepeako obHapyXuBaeTcsl rmnocerMeHTauus
agpa  (ncesponenbrepoBckas aHomanus). [enbrepovaHble  opMbl
HenTpounoB 4acto BbigBnAlTCA Yy 6onbHbix MOC c del(17p). Pexe
BCTpeyaeTcs runepcerMeHTauuns sapa rpaHynouuta (bonee 5 cermeHToB).
[MposiBNeHnemM gucrpaHynoumMTonoasa MoxeT ObiTb yBenvyeHne Monoabix

rpaHynounTapHblx opMm, 4YTO YyKasbiBaeT Ha He3a(dEKTUBHOCTb
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rpaHynouuTonoasa npu HenTponeHun. Takke moxeT HabnogaTeca obuiee
CHWKEHMNe KONM4ecTBa BCEX rpaHyioUUTapHbIX 351EMEHTOB.

B peokux cnyydasx o6HapyXuBaeTcs yBenunveHue KonnyecTtBa
903MHOPUIIOB,  KOTOpble  MOrYyT  MMETb  NPU3HaKM  gucnnasuu
(rvnonobynaumsa sapa, runorpaHynaums) unv 6asodunos.

depmeHTaTUBHbIE HapyLUEHUS TPaHynouuMToB MNPOABNATCA B BuAe
CHWKEHUSA  aKTMBHOCTM  MWeronepokcuaasbl, KOHUEeHTpauuu nmnuaos,
Leno4yHon n kucron dpocpatas, xrnopauetatactepasbl. PyHKUMOHANbHbIE
HapyLLEeHUs NPOSBNAOTCS CHKEHNEM haroumnTapHon n aHTUbakTepuanbHON
dyHKUMK HenTpounoB. B 3penbix MOHOUMTaxX BO3MOXHO MOHWXEHWE

aKTUBHOCTW Hecneumdunyeckon actepasbl.

Ovucnnasma KneTok MerakapuouuTapHoro pocrtka

LinTonornyeckne aHomanun tpomboumtoB npu MOC BkntovawT MX
aHM30UNTO3, MOsIBMiEHNE B Nepudepuyeckon KpoBWU TUraHTCKM ¢opM W
0ONoMKOB siAep MerakapuouuToB. YBenuyeHue pasmMepoB TPoMOOUUTOB
MOXET ABUTBbCA MPUYNHON JTIOXKHOMO 3aHMXEHUA KONnyectBa TpoMOoUMTOB
npu nogcyeTe Ha remMatosiorMyeckoM aHanmsaTtope, noaToMmy B AebioTe
3aboneBaHus Heobxoaum noacyeT TPOMOOUMTOB B OKpaLUEHHbIX MasKax
KpoBn no ®PoHmo. Hapsagy € Mopdonormvyeckumm aHomanmsmu  MoryT
BbISIBNATLCA U (DYHKUMOHAmNbHbIE U3MEHEHUA TPOMOOUUTOB, Hanpumep,
HapyLleHne nx arperaumu.

[ucnnasma merakapuvouuMTtoB B acnupaTe KOCTHOro Mo3ra MOXeT
BblpaXaTbCsl Kak nosiBneHnem mukpodopm (MeHee 25 um B amnametpe),
Tak N BONbLINX MOHOSMOBYNAPHBLIX U TMNONOBYNAPHbLIX MerakapmoumToB, a
TakKe KNeToKk C (parMeHTMpoBaHHbLIM sapoM. Y psga  60sbHbIX
BbISIBMIAETCA MOBbIWWEHHOE KONIMYECTBO He3pesibiX MerakapmoumnTos.
LinTonnasma merakapMouuToB MOXET ObiTb rMAOrpaHysIMpoBaHHOM WIn

coaeprkaTb aHOMaJ1IbHO KPYIMHbIE rpaHy’ibl.
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KonnyecTBeHHblE M3MEHEHUS MNPOSIBSAIOTCA YBENIMYEHMEM 4ucCna
MEerakapumouuToB UM NX CHWXKEHMEM BMSIOTb [O MOJSIHOMO OTCYTCTBUSA. B
psge cryyaeB AUCMErakapuoumuTonoas KoppenupyeT ¢ LMTOreHeTUY4eCKnmMmn
aHomanusamu. Hanpumep, OGonbline MOHONOOYNspHbIE MerakapuounTbl
obHapyxumBatoTcs npu nsonuposaHHom del (5q).

Y 6onbHbix MAOC C KNUHWUYECKUMM MPOSIBIEHUSIMU FEMOPParnyeckoro
CMHOPOMa MOXET HabnioaaTbCs CHWKEHME YPOBHS NMKOreHa u anbda-
HadpTUnaueTaracTepasbl MerakapuoumTos, BbISIBIISIEMOE npwu

LUNTOXNMNHECKOM NCCIegoBaHUN.

MoacyeT n onucaHue 61acTHbLIX KNEeTOK

[MoacyeT 6nacTHbIX KNEeTOK MUMEET pellatoLiee 3Ha4YeHne ans TOHHOW
knaccudovkaumm MOC. bnacTHble KNeTkM WMET BbICOKOE SAEepHO-
uuMTonnasmMaTMyeckoe COOTHOLLUEHWE, TOHKUN AO0epHbI XpOMaTuH, YeTkue
HyKneonbl, uuTonnasmy c ©Oasodunuen pasnuyHon cTeneHn. MoryT
npucyTCTBOBaTb rpaHynbl wunn  nanovksn Ayapa. Hesasucumo ot
KonmyecTBa rpaHyn, BnacTtHble 9NIEMEHTDI OOJTKHbI ObITb
KnaccmuumpoBaHsbl Kak rpaHynspHole nnm arpaHynspHble.
KonnyecTBeHHbIN nofcyeT npoueHTa 6iacTHbIX KNeTOK BO3MOXEH TOSbKO
(1) B uMTONOrMYECKMX NpenapaTax KOCTHOro Moara (Muenorpamma).

OnpepeneHHble TpyaHocTn B aumarHoctuke MOC npeacrtasnsaer
nogcyeT 65acToB NpU  yBENIMYEHUW KONUYECTBa SPUTPOKApUOLUTOB B
muenorpamme 6onee 50%. Npu 3ToM HEODXOANMO NPOM3BECTU NepepacyeT
NPOLEHTHOro coaepxaHust 6ractoB MO OTHOLLUEHUIO K HE3PUTPOMAHBIM
Knetkam. 3OTO BaxHO Ana auddepeHumanbHON  OUarHOCTUKU  Mexay
pa3nuyHbiMn BapuaHtamm MOC n OMIJI. Ecnu npoueHT 6nactoB < 20, TO
ato MAC, a ecnu = 20% - OMIJT.

CnegyeT OTMETUTb, YTO OOHapy)XeHWe AUCNIIACTUYECKUX KIETOK B
acrnmpare KOCTHOro Mo3ra MOXET OblTb 3aTPyAHUTENbHBIM MPU rMnonasum

KOCTHOrO Mo3ra WnuM pasBuTUK Muenogmodposa. Y aTux OOnbHbIX, Kak
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npaBumno, MNpW acnuMpauuMm KOCTHOrO Mo3ra MpPOUCXOAUT 3HauMTenbHOe
pa3BedeHne matepuana nepudepuyeckon Kposbto. [pn 3ToM B acnupartax
MerakapuouuTbl He ONpPedenstoTcs UM UX KONMYECTBO HeOoCTaTOYHO Ans
OLIEHKM NPU3HAKOB AMchnasvMu. Tak Xe y 3TUX NauMeHTOB MOXeT ObiTb
3HauYNUTENbHO peayLMpoBaH 3pUTPOUAOHBLIN POCTOK. B aTMx cnyyasix oueHka
AVCNNACTUYECKUX  MPOSIBNEHUA  MOXeT

npoBOOUNTLCA no AdaHHbIM

TpeﬂaHO6MOHTaTOB.

Ta6bnuua 3. XapakTepmMcTuka AMcnrnacTMyecKMxX NposBIeHUN B KNneTKax

nepudcgepuyeckon KPOBU U KOCTHOIO Mo3ra

Kneto4yHasa nuHua

Tectu! ApuTpoungHas paHynouuTtapHas MerakapuouutapHas
Mepudpe- AHU30UMTO3, 'MnocermeHTauusa AHM30UNTO3
puyeckas | NONKNNOUUTO3, rpaHyfiouMToB TPOMBOLINTOB, MTMraHTU3Mm
KpOBb 6asocunbHasg (nceBponenbrepoBckasi TpombounToB
NyHKTaums, TenbLa aHomanus),
XKonnwn, Hannune rmnorpaHynauns/
HopmobGnacToB arpaHynaums
uuTonnasmel,
rmnepcermMeHTauusa aapa,
Hanu4ne 6nacTtos
KocTHbIV MeranobnactougHble | FmnocermeHTauunsa agpa Mwukpodopmbl
MO3r N3MEeHeHNs, (nceBponenbrepoBckas MerakapuoumToB,
ABYXbsiAEPHbIE U aHomanus), oonbLine
MHOrosiiepHble rmnorpaHynauns/ rmnonobynsipHble
dopmbl, arpaHynaums MerakapuoumnThbl,
Kapuopekcuc, uuTonnasmel, MerakapuoumnTbl C
uuTonnasmaTudeckme | runepcerMeHTauusa aapa, | dpparmeHTauuen aapa,
BKIMOYEHUS, yBeNnMYeHne KonnyecTea | Mernkue AByXbsaepHble
MeXbagepHble 6nactoB MerakapuoumuThbl
MOCTUKM,
KonbLieBble
cnagepobnacThl,
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BaKyonnsauund

umnTonsia3mbl

1.3. TpenaHOGUMONCUA KOCTHOrO Mo3ra

Mpn pguarHoctnke MOC TpenaHobuoncuMst KOCTHOrO Mo3ra Ha
npoTskkeHun noytm 30 neT TpPaguUMOHHO BbIMOMHAMNACL B LENsX
onpeaeneHnst KNeToYHOCTU KPOBETBOPHOW TKaHW, BbiABNEeHUs ¢ubposa
CTPOMbI W rucrtoTonorpacpum, MopEOIOrMYEecKon  XapakTepUCTUKN
MerakapuoumnTapHoro pocTtka. CoBpemMeHHas naTtoriormdyeckad aHaTtoMus
paclwmpuna BO3MOXHOCTU UCCNedoBaHUA TpenaHobMonTaTtoB KOCTHOMO
Mo3ra, 4To OOycnoBfeHO W3MEHEHMEM YCIOBUMM  AeKanbuuHaumm,
N3roTOBMEHMEM TOHKMX CPEe30B C OKPacCKOW reMaToKCUITIMHOM U 303UHOM,
AOMNONHUTENBHBIMU MMCTOXMMUYECKMMN OKpackamu (no 'omopu, 'mse).

[Mpy rucTonorMyeckom wuccriegoBaHun TpenaHobmonTaToB KOCTHOMO
MO3ra CyLlecTBYOT OObeKTMBHble TpygHOCTU AndbdepeHumnansHONn
anarHoctkn MOC n BTOpuYHbIX (peakTUBHbIX) Muenogucnnasun. B aton
cBsA3M npu natomopdonorndyeckon pguarHoctuke MIOC HenpemeHHbIM
YyCroBMEM HABNSETCA COBMECTHOe obcyxaeHve C nevawumm Bpadyamu
KNMUHUKO-NAbopaToOpHbIX M aHaMHECTMYECKUX [OaHHbIX B YacTHOCTM MO
ANNTENbHOCTU LUUTONEHNN.

B uenom gmnarHos MIAC yctaHaBnMBaeTca Ha OCHOBE CUHTE3a BCeu

KNMMHMKO-AMAarHoCTU4EeCKOM MHpopMaumm BpavyoM-reMaTonIoroMm.

NMpn peakTUBHbIX Muenogucnnasvax C AUCNNACTUYECKUMU
N3MEHEHUN O4HOro UM ABYX POCTKOB, U3MEHEHNA CTPOMbI KOCTHOIO Mo3ra
BblpaXeHbl 0OblMHO B 3HauuMTenbHO Gonblen crteneHu, yem npu MAC.
BbiaBnaoTCs OTEeK, MUKporemopparmm, peTukynmnHoBbin ¢unbpos (npu
okpacke no 'omopu), nHorga — XenatuHo3Hasa TpaHcdopMauus/aTpodus

(BU3yanusauns OaHHOro Buaa CTpOManbHOWM AMCTPOdUM NPOBOAUTCH C
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NMOMOLLIbIO TMCTOXMMUYECKON OKpackun anbuuaHoBbiM ronybbiM). B ctpome
KOCTHOrO Mo3ra MoryT oObHapyxmBaTbCs Makpodarn ¢ npusHakamm
darounTosa  KNeToyHoro getTputa, nuMmdgounaHas  UHPUNbTpaUUA,
HebonbLUNe rpaHynemMbl N3 Makpodgaros 1 rmMCTUOLINTOB.

Mpn ondpdepeHunansHon aunarHoctuke MOC Ha wmaTepuane
TpenaHobnonTaTtoB KOCTHOrO MO3ra B KaX4oM criydae [AOSKHbl ObITb
oueHeHbl: (1) KneToyHOCTb; (2) COCTOAHME CTPOMbl C  OLIEHKOW
peTukynmHoBoro dubposa; (3) npusHakm remocuagepo3a u  (4)
muenogucnnasun; (5) gaHHble MMMYHOTMCTOXUMUYECKOro UCCreoBaHuA.
Hwke npeactaBneHol 0OOCHOBaHWE KaXOoW W3 BbllUeNepeyncrieHHbIX
No3nuun.

KrneToyHOCTb KOCTHOro Mo3ra (HOPMOKMETOYHbIN, MTMNEPKNETOYHbIN
WX TUMNOKIIETOYHbIN) OUeHMBAeTCA OTHOCUTESTbHO BO3PacTHOW HOPMbI C
y4eTOM HepaBHOMEPHOCTW pacrnpefeneHnus KpoBEeTBOPHOW TKaHW B
cTapwen BoO3pacTHoM rpynne. [MNepkneToyHOCTb KOCTHOrO Mo3ra cC
paclmMpeHMemM OOHOr0 WM HECKOSIbKMX  POCTKOB  KPOBETBOPEHUA
CBMOETENbCTBYET O AedunumTte 3penbiX KNeToK COOTBETCTBYIOLWEN JNTIMHUN
AndpdepeHUMpoBKM B KPOBM B TOM 4ucre npu HedpPdPeKTUBHOCTU
remMornoasa WM oTpaxaeT WU3bbITOYHbIE KOHUEHTpauum poCTOBbIX
dakTopoB. [Mpn rMNEpKIeTOYHOM KOCTHOM MO3re C pacluMpeHnem ogHOom
UM HECKOJSIbKMUX KIETOYHbLIX NUHUA Muenonoasa anddepeHunansHas
AnarHoctvka  npoBOAUTCHA  MeXxay  NEeUKeMOUAOHbIMU  peakuUsMMu,
aHEeMUNYeCKUM CUHOPOMOM, MuenonponudpepaTMBHbiMK 3aboneBaHUsIMU —
B NepByl odepenb C MEPBUMYHLIM MMENoUOpPo3oM C nponudepaumnen
rpaHynoumTapHoro U1  MerakapuouutapHoro poctkoB, BCR-ABL1+
XPOHMYECKUM MUESNoNenkosom, 3abonesaHusamm ns rpynnsl MOC/MIM3.

[Mpy M30NMPOBaAHHLIX LMTOMEHUSX, He cBA3aHHbIX ¢ MOC, 0Obl4HO
npocneXxmnBaeTcsa Koppenauus ¢ runepnnasven JaHHOW KIETOYHOW NUHUK
B acnupatax u TpenaHobuonTaTax KOCTHOro mosra. Tak, npn aHeMm4eckom

CMHOPOME OTMeYyaeTcsl paclUMpeHne IpUTPOUOHOrO POCTKa, MOryT
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oTMe4YaTbCA  Npu3HakM  MenarobnactomgHoctn. [lpu  MMMYyHHOM
TpombouuTOoneHnN npoucxoaut peskoe yBenmyeHmne 4yucna
MerakapvoumnToB, Kak npaBusiio, OHM HebOombLUIOro pasmepa C He3pernown
Mopdoonoruen, Npu LUTONIOrMY4EeCcKOM UCCNeaoBaHUN C runeprpaHynsipHom
LMTOonIasmMon.

MNepkneToYHoCcTb KOocTHOro mosra npu MOC vawe obycrnosneHa
paclwmMpeHnemM 3SpUTPOMAHOrO POCTKa, pexe rpaHynoumMtapHoro wu
MerakapuoumnTapHoro. ['MnNepKkneTo4YHOCTb KOCTHOIO Mo3ra C
OAHOMOMEHTHbIM paclUMpeHneM 2-X POCTKOB MUEeronos3a xapakrepHa ans
mMopdoonornyeckn «ysaHasaemoro» sapuaHta MAC c del(5q). lMoBbiweHHas
KNEeTOYHOCTb  KPOBETBOPHOM  TkaHM  obycroBneHa  runepnnasven
MerakapuvoumTapHoro M rpaHyfiouMTapHOro pPOCTKOB C npeobnagaHvem
3penbix doopwm, paclumpeHnem 303UHOUITEHON nonynaunu.
MerakapvouuTbl UMEKT XapakTepHbi BUO — OHW CPeOHUX U KPYMHbIX
pasMepoB C MOHO- U BUNOBYyNApHbLIMW AapaMun, runepxpoMmen agep u
NIOTHON 303nHOGUNBLHOM unTonnasmon. NpeobnagaHme B KOCTHOM MO3re
MerakapuvoumnToB ONUCAHHOIo Tuna cBuaeTenscTByeT o Hannuun del(5q) -
KaK M30fIMPOBAHHOW FeHEeTUYECKOM MOSIOMKK, NMMOO Kak 4acTu CIOXHOro
KapuoTtuna.

CnoxHom ans MMCTONOrM4YeCcKon ANarHOCTUKN ABnseTcd
pedpakTepHas aHemus C KonbueBbiMU cuaepobnactammu (PAKC), npwu
KOTOPOW MOryT OTCYTCTBOBaTb Npu3Hakn aucnnasnun. JudpdepeHunansHad
AnarHoctMka npoBOAUTCA C aHEMMYECKMM CUHOPOMOM C pacluMpeHueM
apuUTpoNaHOro poctka. [uarHos ycTtaHaBfMBaeTCsd Ha OCHOBe nofc4yeTa
KOnuyecTBa KoOfbLEBbIX cuaepobnactoB B MuenorpamMme C y4etom (KX
AOMKHO 6bITb 6onee 15%).

Mpn pedpakTepHon aHemumn ¢ n3dbiTkom BnactoB (PANB) KOCTHLIN
MO3r MOXeT OblTb HOPMO-, TUMO- WAW TUMEPKNETOYHbIM, C NPU3HaKamu
geduumta  co3peBaHud n «leBoro  casurar (omornoxeHus)

rpaHynouuTapHoro poctka, ¢ Hanmynem ALIP (rpynnbl kKneTok ¢ 6nacTtHom
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MOpOonornen rpaHynounTapHoro psga — muenodnacTtbl, NPOMUENOUNTDI
no 3-5 KNeToK, KnacTtepbl, cogepXxawmne bonee 5 KnNeTok, nexawue B
LeHTpanbHbIX oTaenax nakyH). [lpu3Hakm [Ou3apuTponodsa o0Obl4HO
AOCTaTOMHO  BblpaXeHbl.  MerakapuouuTel € AUCANACTUYECKUMMU
N3MEHEHUSIMU MOTYT ObITb HEMHOMOYNCIIEHHBIMM.

['Mnonnasna KOCTHOro Mo3ra AnarHocTupyeTcsl B cUTyauumn, Korga
KOSIMYECTBO KPOBETBOPHOW TKaHM B TpenaHobuonTaTe KOCTHOro Mo3ra
MeHee 20% Bo3pacTHOM HOpMbl. [OudpdepeHunansHyo OUarHOCTUKY B
aToMn cuTyaumm npoBoaAT C annacTu4eckomn aHemMmunen n
runonnactnyeckmmmn BapuaHtamm OMJ1. Heobxoaumo obpawatb ocoboe
BHUMaHME Ha geduumT (BNoK) co3peBaHnsa rpaHynoumMTapHOro pocTka u
rmctoTonorpaduio HespernblX KNeTok (BHe 30H 3HAocTa). «JleBbl caBur»
rpaHyfioUnTapHOro pocTKa, CTeneHb AucnnasMm BO BCEX POCTKax
KpoBETBOpPEHUS, Boree 4acTtoe HanuMuMe MerakapumouuToB SBAAOTCA
npu3Hakamu, B 60nbLUEN CTENEHN XapaKTEPUIYIOLLMMWN rMNonnacTuyYecKkmnm
BapuaHt MOC npun guddepeHumnansHON OUarHOCTUKE C aniacTudeckom
aHemuen. Manoe KONMYecTBO MerakapmoumToB HeBONbLUMX pasMepoB C
MMNEPXPOMHBLIMW  TMNONOBYNAPHBIMM - A4paMn B crnyvyae  AfUTeribHOM
LMTONEHNN HE NO3BOSIAOT OAHO3HAYHO OTHECTWU MMCTONOMMYECKYIO KapTUHY
K cybctpaty MOC. HeobxogMmo NpoBOAUTbL  OLIEHKY  CTENeHwu
PETUKYNIMHOBOIO pnubpo3a CTpOMblI KOCTHOro Mo3ra. [ns annacTtuieckomn
aHeMUn  xapakTepHa  «npo3padHaa»  cTpoma, 6e3  npu3Hakos
PETUKYSIMHOBOIO WM KonnareHoBoro ¢ubposa, C HanmMumem KIeTok
reMorno3aTU4YECKON TKaHW — MakpodparoB, MacTtoumToB (NpU OKpacke Mo
MMm3e), numdongHblIX KNeToK, 3perblXx MnasmaTuyeckux Kretok. [ns
MCKNIOYeHUss  rmnonnactuyeckoro  BapmaHta  OMJT  Heobxoammo
nposefeHne MMMYHOIMCTOXMMUYECKOTO WCCRenoBaHMA C aHTUTENIOM K
CD34. lNpn annacTU4eckom aHEMUM OTMEYAETCH Pe3Koe CHUXEHUE UMK

nonHoe otcytcTene CD34-N03UTUBHbIX KINETOK.
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Hanunune ¢ubpo3a CTPpOMbI KOCTHOrO MoO3ra W  CTeneHb
PETUKYSIMHOBONO W KonsareHosoro  ubposa  oueHmBalTca Mo
EBponenckon cucteme rpagauum 2005 roaa.

Mpn MAC ¢ pnbpo3om, Kak NpaBuno, yBernM4eHo KOSIMYEeCTBO KNeTokK
c 6rnactHon mopdponornen. Takne cnyvyam ¢ y4eToM AaHHbIX MUENorpamMmebl
B OONbLUMHCTBE crnyvaeB Knaccuduumpytotea B kateropum PAUB. TMpwu
dunbpo3e  CTpOMbl  KOCTHOrO  MO3ra  pekoMeHOyeTcs  MpoBecTn
UMMYHOTMCTOXMMUYECKOE  UccriegoBaHne C  aHtutenom K CD34
(BbisiBNneHne  ALIP). ®ubpos cTtpombl xapaktepeH gna  MAC,
MHOYLUMPOBAHHOIO npeallecteyowen xmmmotepanuen (--MDS).

MMcTonornyeckaa oueHKa remocugeposa (Mopdonornyeckoe
NPoOsIBIIEHNE  «Neperpy3knu  Kernesom») MpoBOAUTCA C  MOMOLLbLO
rmcToxummyeckon okpacku no epncy. OudpdepeHunansHasa guarHocTmka
BKNIOYaeT HapyweHna obmeHa xenesa npu WMHAEKUNAX pasfiMyHOMn
aTuosnoruu, cencuce, remonunse, NeEPBUYHOM N BTOPUYHBLIM reMoxpomMaTose,
3aboneBaHuax nedYeHn (renatuTbl, LUPPO3), OTPaBMEHUAX COMSAMMU
MeTarnsioB U aHEMUSX XPOHNYECKOro BOCMasrieHus.

Mopdonornyeckme npusHakm gucnrasum pocTKoB Muesrionoasa

[MoMMUMO UMTOMOPEPONOrMYECKNX MPU3HAKOB, CXOAHbIX C TaKOBbIMW
npu UMTOMOrMYECKOM UcCCregoBaHnn, B TpenaHobuontate BO3MOXHO U
HeoBX0OMMO OLEHUTb apXUTEKTYPY KOCTHOrMO Mo3ra - rmcrotonorpaduio
reMornoaTUYECKNX pPOCTKOB. AHOManuMm pacnosioXXeHUss pPOCTKOB B
KPOBETBOPHOW TKaHW SIBNAKOTCA OAHMM M3 Beaywmx npusHakos MUC.
ATnnnyHas Tonorpadus MerakapmoLumMTapHoro pocTtka siBngetcsa Hanbonee
YCTOWNYMBbLIM MMCTONOMMYECKMM NPU3HaAKoM aucnnasun. Tak, B HOpMe n npu
OONbLUNHCTBE peakTUBHbIX COCTOSIHUA MNPakKTUY4EeCKM He BCTpevaeTcs
napaTpabekynspHoe pacrnosioKeHue 9feMeHTOB MerakapmounTonoasa.
NcknoueHnem aBnsatoTcs, noxanyn, Nub ayToMMMYyHHble 3aboneBaHna u
nepuo BOCCTAHOBIIEHMS KOCTHOrO MoO3ra nocfie TpaHcniaHTauum

CTBONOBLIX remonoatudecknx knetok (TICK). [lonykonuyectBeHHoe
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onpegeneHne gucniactTuyeckn nameHeHHolx oopm (> 10% npu npocmoTpe
He MeHee 30 wMerakapuouuToB), napaTpabekynapHoe pacnosioxeHue
MerakapuoumnToB, akcripeccust umun CD34 apnsatotcs Hanbonee HageXxHbIMuU
npu3aHakamuM aucnnasvm  MerakapuoumTtapHoro poctka npu  MAC.
AHOManbHOEe pacnpegeneHne 3pUTPOKaApuUoOUUTOB C TeHOEHUMEN K
napatpabekynsapHOMy pacnofioXXeHU0, HanmMume Hes3pernblX  KIeToK
rpaHyfoUnTapHOro pocTka BHE 30H 3HAocTa (B LEHTpanbHbIX oTaenax
KOCTHOMO3rOBbIX Monocten) Takke xapakrepHo ansa MOC. NogobGHbie
M3MEHEHMST  PEeaKTUMBHONO  Xapaktepa MOryt Habniwogatbca  npwu
ncnonbdosaHnmn [-KCO wunn B cnydyasgx 3HA4YUTENBbHOrO paclmnpeHnd
3pPUTPOMOHOro POCTKA NP aHEMUYECKOM CUHOPOME.
UmmyHornctoxummyeckme uccnegosaHma npu MAC nposoagutcd
Ha cpes3ax napaduHOBbIX OMOKOB TpenaHoOMoONTaTOB KOCTHOrMO Mo3ra.
AHTUTENA K CD34 NPUMEHAOTCA ans BU3yanusauum n
NOSTYyKONMYECTBEHHOW OLIEHKN KNeToK C¢ 6racTtHom mopdporiornen BHe 30H
9HOocTa; aHtTuTena K CD61/CD42b pana  wnoeHTUuKkauum  KrneTok
MerakapmoumnmTapHoro POCTKa, BbISIBI1EHUSA Merakapnobnacros,
MerakapuoumToB HebosnbLIMX pa3MepoB C rMNonobynapHeiMK sSapamMu,
Mukpodopm. [lpn  UIMX-nccnegoBaHMm  MOXHO — BbISSBUTb  CHUXKEHUE
akcnpeccun TdT+, CD19+ n PAX5+, yto xapaktepHo ans MAC; npusHaku
MOHOLMTapHOM anddepeHLMpoBKn npu «J1EBOM caosure»
rpaHynounmTapHoOro poctka npu anddepeHumanbHON AuarHOCTUKE C
XPOHMYECKUM MUENOMOHOUMTApPHbLIM nenkosom (XMMIJ), 3aboneBaHuem
n3 rpynnsl MAC/MIM3.
PekomeHgoyemass naHenb aHtuten ana WIX-unccneposaHna npwu
AnddepeHumansHon guarHoctnke MAC cneayrowas:
— [paHynouuTapHbIi pOCTOK — Mnenonepokcngasa (ans MOC
XapaKTepHO CHUXEeHMUe MHTEHCUBHOCTU 3KCrpeccumn
MMeronepoKkcmaasbl U KONMYECTBa NO3UTUBHBIX KINETOK).

— MoHouunTapHbIn pocTtok — CD14, CD68 (PG-M1), CD163, nusouum.
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— OpUTPOUAHLIA POCTOK — remornoduH, CD71, rmmkodopuH A unu C.

— MerakapuouuTtapHbein poctok — CD61, CD42b, CD34.

— He3spenble kneTkn ¢ GnactHon mopdosnornen — CD117/CD34 (B
coyeTaHum ¢ CD71 gnsa Busyanusauumm He3pesbiX 3pUTPOUOHbIX

npeaLwecTBEHHNKOB).

1.4. UntoreHeTuka

LinToreHeTu4yecknin aHanms urpaeT KroYeByo posib B BepudmKauunm
anarHoza MOC. XpomocoMHble aHomanuu Habnwogatotea y 50-60%
OonbHbIX. Hambonee 4acTtbiMM OAMHOYHLIMKM abeppaumamMmn ABMSAOTCA
del(5q), moHocomus 7 unu del (7q), Tpucommsa 8 u del (20q).

LinToreHeTnyecknn aHanuM3 acnuvpata KOCTHOro Mo3ra cnegyer
NpPoOBOANTbL BCEM naumeHTam ¢ nogo3peHnem Ha MIAC. o BO3MOXHOCTH
AO/MKHO ObITb npoaHanuanpoBaHo He MeHee 20 MeTagas, KoTopble
AOSKHbl  ObITb  OMMCaHbl B COOTBETCTBUM C  peKkoMeHgauusamu
MexagyHapogHon Cuctembl no  LiutoreHeTnyeckon  HomeHknaTtype
yenoseka (ISCN). [ns BbIsIBNeHMsT aHOMasibHOro KrioHa Heobxoaumo
onpefenuTb, MO KpawnHen Mepe, B 2-x MeTadasax [JOMOSIHUTENbHbIE
XPOMOCOMbl WS  UX CTPYKTYPHble W3MEHeHus, a notepr (yTpary)
XpPOMOCOMblI He MeHee 4yeMm B TpeX. [log KoMMnnekCcHbIMM aHoMasmsmu
KapuoTMna MOHMMaKT chnydYam C  Tpems wunm  6onblMM  YUCIIOM
He3aBMCUMbIX N3MEHEHWUI, BbIIBIEHHbIX HE MeHee YeM B 2-X MeTadhasax.

B cootBetctBUM C Kputepmamm BO3 (2008) HekoTopble aHOManuu
paccmaTpuBalOTCA B KadecTBe npsimoro gokasatenoctBa MAC, paxe B
oTcyTCcTBME YbeauTenbHbiX MOponiormyecknx npusHakoB (tabn. 4). OTtu

cnyyau, Tenepb BKOYEHbI B KaTeroputo "Heknaccngpuumpyemsle MOC".

Tabnuua 4. YacTo BcTpeyalowmecss XpoOMOCOMHbIE aHOManumm,

KOoTOopble noaTBepxaarT anarHo3 MAC

AHoManum YacTtoTta BcTpevaemocTtun, %
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-5 unu del(5q) 10-15
-7 vnn del(7q) 10
i((17q) wnwn t(17p) 2.3
del(12p) unn t(12p) 1-2
del(11q) 1-2
-13 nnu del(13q) 1-2
del(9q) 1
idic(X)(q13)
inv(3)(g21926.2)
1(6;9)(p23;q34)
t(3;21)(g26.2;922.1)
t(1;3)(p36.3;921.2)
t(11;16)(g23;p13.3)
t(2;11)(p21;923)

N S S N

B cnyyae ecnn ctaHgapTHOE UMTOreHeTM4YecKkoe uccnenoBaHue He
ObII0  BbINOMAHEHO, Hanpumep, BCNeACTBME OTCYTCTBMS MeTadas unu
ApYyrMx TexXHUYecKux TpyaoHOCTen, aHanui cnegyet [AononHutb FISH
(dbnyopecueHTHas in situ rmbpuamnsaums) tectamm. Kpome TOro, atoT
MeTo4 MoXeT ObITb MoneseH ANs BbISBEHUS CHOXHbIX abeppaunn. C
nomowbto FISH aHomanun moryTt ObiTb oOHapyxeHbl B 15% cnyyaeB C
HopManbHbIM KapuoTunom. Pekomenayemble OHK-30HObI 4NS AMarHOCTUKK
MOC - 5qg31, cen7, 7931, cen8, TP53, 20q, cenY. He cmoTpsa Ha TO, 4YTO
FISH o4eHb 4yBCcTBUTEmNbHBIN METO4, €ro cnegyet MPUMEHATb
000CHOBaHHO. [TOMHOUEHHbIA CKPUHMHI Ha HanMuMe XPOMOCOMHbIX
abeppauun He MOXeT OCYLEeCTBNATbLCA TOMbKO C MOMOLWbLIO 3TOW
MmeToauku. CTaHgapTHOe uuToreHeTuyeckue wuccrnegosaHue npn MOC
aBnseTcsa cTporo obsasaTtenbHbiM. Wcnonb3oBaHne FISH ¢ uenbto
BbIABNEHUSA  XPOMOCOMHbLIX aHoManuu pekoMmeHayeTca B cnyyae

NMOBTOPSHOLLNXCSH Heyaay npwu npoBeaeHnm cTaHaapTHOro
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UnTOoreHetTn4eckoro wuccnegoBaHna wm 'y naudneHtToB C HOpMalibHbIM

KapuoTUMOM.
1.5. NMpoToyHaa uuromeTpus

[MpoTo4Haa uUMTOMETPUA MO3BONHAET OnpefenuTb KOHKPEeTHble
N3MEHEHUS KIETOK OTAESIbHbIX POCTKOB KPOBETBOPEHUA KOCTHOrMO MO3ra.
Hwn oanH n3onupoBaHHbI UMMYHOEHOTUMNYECKUW NapaMeTp He gokasan
CBOK AMarHoOCTU4Yeckyto 3HadmmocTb ansa MAC, HO ¢ nomoulblo aHanmsa
KOMOMHaUUN OTAENbHbIX NPU3HAKOB MOXHO OTIMYUTL 3TO 3aboneBaHue oT
ApYyrMx UMTOMEHUA C [OCTaTOYHO BbICOKOW YYBCTBUTENbLHOCTHIO U
npuemMnemon cneum@punyHoCTbIo.

[MpyHMMas BO BHMMaHWEe OOBLEKTMBHbIE TPYOHOCTWU, B HacCTosLlee
BpeMa pekoMeHAoBaTb AaHHbIM MeTOo ANarHoCTUKM Ha Tepputopun PO He
npeacraBnaeTcd BO3MOXHbIM. [poToyHas UMTOMETPUS MOKa OCTaeTcs B

paMKax uccrnegoBaTteribckon paboTbl.
1.6. MonekynsipHasi reHeTUKa

AHanu3 ogHoHykneoTugHoro nonumopduama (Single Nucleotide
Polymorphism, SNP) cywecTBeHHO ynydwaeT AuarHoCTUYecKue
BO3MOXHOCTM MO BbISIBIIEHNIO XPOMOCOMHbIX HapPYLLUEHUIW MO CPaBHEHUIO CO
CTaHOapTHbIM LUTOreHeTUYEeCKUM UccrnegoBaHnemM, 0CO6EHHO Y NauneHToB
C HOpMarnbHbIM KapuOTUMOM WNW, KOrda KapuoTUnMpoBaHWE He yaanocb
BbINOSIHUTL. OOHOBpPEMEHHOe  ucnorb3oBaHune aHanu3a SNP  u
UMTOreHeTUKM Npu nNepBUYHOM aHanuse kapuotumna naumeHtoB ¢ MAC
oXugaemo npuBedeT K nosnydeHuto 6onee  OBLWIMPHOM  KIMHUMYECKM
nonesHon mHopmaumm, KoTopas He MOXET OblTb MOflyYeHa C MOMOLLbIO
PYTUHHbBIX METOJ0B.

[MpnobpeTeHHble comaTuyeckMe MyTaumm 6biNM OOHapyXeHbl B
Lernom psge reHos, Bknoyad TET2, ASXL1, DNMT3A, CBL, ETV6, EZH2,
IDH1, IDH2, KRAS, NPM1, NRAS, RUNX1 n TP53. HepaBHO Obinu

BblABJIEHbI MyTauun B reHax KoampoBaHuUsA KOMIMOHEHTOB CMniancocoMmsl,
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xapaktepHble ana nauueHtoB ¢ MAC c konbueBbiMM cuaepobrnactamm
(85%), pexe 0e3 TakoBbIXx (44%). B 60nblUMHCTBE CrlydaeB 3TO reHbl
SF3B1, SRSF2, U2AF1, ZRSR2 n pexe SF3A1l, SF1, U2AF65, PRPF40B.
Hanbonee w4acto noggeprawowmeca npu MOC myTaumsm  redol

npeacTtasneHbl B Tabsn. 5.

Ta6bnuua 5. YacTto onpenensiemble Mmytauum reHoB npu MAC

AHOManunun reHoB YacTtoTta BcTpevaemocTtu, %
SF3B1 25-30
TET2 20-25
RUNX1 10-20
ASXL1 10-15
SRSF2 10-15
TP53 5-10
U2AF1 5-10
NRAS/KRAS 5-10
DNMT3A 5
ZRSR2 5
EZH2 5
IDH1, IDH2 2-3
ETV6 2
CBL 1-2
NPM1 1-2
JAK2 1-2
SETBP1 1-2
SF3Al 1-2
SF1 1-2
U2AF65 1-2
PRPF40B 1-2

CKPUHMHI  MONeKynsipHbIX AedeKTOB OCTaeTcsi B MOMe Hay4HbIX
MCCNEedOBaHUA M He MOXeT ObiTb pekoMeHOoBaH [nOns  Tekylen

KIMTMHUYECKOM NPaKTUKN.
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Paspgen 2. Knaccudmkauumsn

MOC cnegyet knaccuduumpoBatb B COOTBETCTBUM C aKTyarbHbIMU

Kputepmnamm BO3, 2008 roga (Tabn. 6).

Tabnuua 6. Knaccudmnkauua MAC (BO3, 2008)

Ho3onornyeckas NU3meHeHnsa B M3meHeHuns1 B KOCTHOM MoO3re
c¢dopma remorpamme
PedpakTtepHas e OpHO WK 2-x | e [ncnnasuvsa B OOHOM POCTKe
LUMTOMNEHUS C pocTKoBas KpoBeTBOpeHust = 10% KrneTok
OJHONMUHENHON umtonexus® e < 5% OnacTHbIX KNEeToK
avcnnasuven: e bnactbl-HeT |e < 15% KonblEBbIX CMAEpPO6acToB
e pedpakTepHas nnm < 1%?2

aHemusa (PA); e MoHountbl < 1
e pedpakTepHas x 10%n

HenTponeHus (PH);

e pedppakTepHasd

TpomGounToneHuns
(PT)
PedpaktepHas aHeMus | e AHemus e [lncnnasuns ToMbKO KNeToK
C «KONnbLEBbIMNY e bBnacTtbl — HeT 3pUTPOMAHOro psga
cungepobnactamu e < 10% KneToK rpaHynoumMTapHoro n
(PAKC) MerakapuoLMTapHOro POCTKOB C
npu3Hakamu gucnnasum
e < 50 GnacTHbIX KNETOK
e > 15% KkonbLeBbIX cuaepobnacTos
PedpaktepHas e LlnToneHunsa e [ncnnasua = 10% KNeToK ABYX UNu
umMToneHmns C|e bnactbl — HeT bonee reMono3TUYECKUX NUHUIA
MYTbTUITMHENHOW unm < 1%? e < 5% 6nacToB
ancnnasven (PUMO) | e Manouku e < 15% KOMNbLEBUAHbLIX

Ayapa — HeT cngepobnacTtoB
e MoHounTtbl < e HeTt nano4ek Ayapa
1,0 x 10%/n
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PedpakrepHas aHemus

c n3bbiTkomMm 6nactos -1

LinToneHus

Bnactbl <5%

MoHO- nnn mynbTUNMHenHas

avcnnasus

(PAVB-1)° Manoyku 5-9% 6nacToB
Ayapa - HeT HeT nano4yek Ayapa
MoHouuTbl
<1,0 x 10%n
PedpakTepHaa aHemus LinTonenus MHoXXecTBeHHas ancnnasusi BO BCeX

C n3bbITKOM OnacToB -2
(PAUB-2)*

Bnactbl 5-19%
Mano4ku
Ayapa +3
MoHouunTbl < 1
x 10°/n

pOCTKax KpOBETBOPEHUSA
BnacTtHble kneTku 10-19%

Manoukn Ayapa +°

MAC

Heknaccuuumpyemblii

LinToneHus

Bnactsl < 1%?

Ouncnnasnsa meHee 4yem B 10%

knetok B 1 unu 6onee pocrkax

(MAC-H) Manoyku KPOBETBOPEHNSA B COMETAHUN C
Ayapa — HeT LMTOreHETUYECKMMIN aHOMaNusMu,
xapakTepHbIM ans MAC®
bnacTtHble kneTkn < 5%
HeT nano4yek Ayapa
MOC c nsonnpoBaHHOM AHemuns [n33pnTponoas

neneunen 5q

Bnactbl < 1%
TpombGoumnTbl B
HOpME Unu

NoBbILUEHbI

bnacTtHble knetTkn <5%
HopmanbHoe nnu ysennyeHHoe
KONM4EeCTBO OOHOSIAEPHbIX
MerakapuoumToB

HeT nano4yek Ayapa

M3onnpoBaHHas geneumsa 5q

MpumeyaHus:

12-X pOCTKOBad untToneHna nHorga BCcrpeyvaeTcs. Cnyqam C NaHUMTONEHMEN

knaccudpuumpytotes kak MAC-H.
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’Ecnn B MKM 6nacTbl < 5%, B nepudepnyeckoii KpoBu 6nactel 1%, To 3TOT BapuaHT

3aboneBaHus otHocutca k. MOC-H.

3Ecnm B MKM 6nacTbl < 5%, B nepudepnyeckoi Kpoeu 6rnactos 2-4%, TO 3TOT

BapuaHT 3aboneBaHnsa oTHocutca kK PAUB-1.

“Ecnu B MKM 6nacTtbl < 10%, B nepudepuyeckoit KpoBu 6nactbl < 5%, HO B 6nacTHbIX

KneTkax eCcTb nanoyvkm Ayapa, To 3TOT BapuaHT 3aboneBaHnsa oTHocutcsa K PAUB-2.

*HecbanaHcmpoBaHHble aHoManuu kapuoTuna: -7 unu del(7q), -5 nnu del(5q), i(17q)
unun t(17p), -13 nnu del (13q), del(11q), del(12p) nnm t(12p), del(9q), idic(X)(q13).

CbanaHcupoBaHHble aHoManuu kapuotuna: t(11;16)(g23;p13.3), 1(3;21)(q26,2;922,1),
t(1;3)(p36,3;921,2), inv(3)(g21926,2), t(2:11)(p21;923), t(6:9)(p23;934).

He paccmatpuBatoTcs Kak okoH4aTenbHoe gokasatensctso MAC: +8, del(20q), -Y.

CambIM rnaBHbIM oTnndmem knaccudukaummn BO3 ot FAB, HaunHas
c 3-n pegakumm (2001) ctano cHwxeHue nopora konudectBa 6nacTHbIX
KNEeToK B KPOBW MMM KOCTHOM MO3re, Heobxoammoe And noaTBepKAeHus
AnarHoza OMIJT ¢ 30% po 20%. EcTecTBEHHO, NOPOroBOe 3HA4YeHUe
npoueHTa 6nacTHbIX KNeTok, YTobbl pasnuuute MOC n OMJI, ycTaHOBUTL
AOCTaTOMHO CJIOXKHO. bbIfio  yCTaHOBMEHO, YTO KIIMHMYECKOoEe TeuveHue
3aboneBaHusi, BEPOATHOCTb MOMy4YEHMSs OTBETA Ha XuMMoTepanuio,
nokasatenu BbPKMBAeMOCTW y MNaUMEHTOB C YMCIIOM 6nacTHbIX KNEeTOK B
KOCTHOM mo3re 20-29% dhakTuyYeckn aHanornyHbl TakoBbIM Y BOSbHbIX C
KonnyectBoM 6nacTtHbix kneTok 6Gonee 30%. CornacHo npeasioXeHuro
BO3, oatn cnyvyam knaccupuumpyrotr kak OMJT ¢ npusHakamu
MYInbTUNUHENHOW Aucnnasumi. B 9Ty kaTeropuio Tak Xe BKNHOYaloT
nauneHtoB ¢ MOC B aHamHe3e M 60nbHbIX, KOTOPbIM MEepBOHa4YaribHO
yctaHoBrieH pauarHod OMIJ1 ¢ gucnnasmen B HECKOSIbKMX pPOCTKax
KpoBeTBoOpeHusi. CTOMUT NoavYepKHYTb, YTO TepaneBTUYecKas TakTuka Angd
naunmeHToB C KoNnyecTtBOM OnacTHbiX Knetok 20-29%  gormkHa
OCHOBbIBATbCHA HE TONbKO Ha NPOLUEHTE 3TUX KMNETOK, HO N Ha KIMNUHUYECKUX

0CcobBeHHOCTSX, CKOPOCTU nporpeccnpoBaHnA 3aboneBaHuns U pes3ynbTaTtax
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reHeTM4ecKoro nccriegoBaHna. Hekotopble NauneHThbl C NpeaLwecTByOWUM
MOC v npoueHTOM GnacTHbIX KneTtok oT 20 oo 29 B O4ENCTBUTENbHOCTU
AEMOHCTPUPYIOT KNMHMYECKoe TeveHne, 6onee noxoxee Ha MIAC, yem Ha
OMI1.

HOpyrum  HoBOBBegeHMeM cTana kKarteropuma  «PedpakrepHas
UMTONEHNA C  MYNbTUIMHEWHOW AucCnnasueny, npeasiokeHHas ansd
BepudmMKauum criyyaes gucniasmm C BOBfEYEHMEM 2 unm 3-X POCTKOB
KpoBeTBOpeHUs. MoMMMO 3TOro, NPoM3oLWo pasgeneHne pedpakrepHom
aHemun ¢ n3boiTkom 6rnactos (PAVB) Ha asa Tnna (PAUB-1 n -2) n ocobo
BblAeNleH B KayecTBe oTAenbHoro BapuaHta - MIAC, npoTtekatowmn c
nsonunposaHHon del (5q). HakoHel, XpOHMYECKMN MOHOUUTAPHbLIA NENKO3
(XMMIT) BblBeEeH BO BHOBb CO3aHHYH KaTeroputo —
MuenoaucniacTuyeckmne CUHAPOMbI/MUenonponudepaTuBHbIE
3abonesanusa (MOC/XMIM3).

B panbHenwem knaccudpukauus BO3 6bina gopabotaHa B 2008
rogy (4-94 pepakuust). OTOT nepecMmoTp no3sonun 6Gomnee TOYHO
KnaccucuumpoBaTb NauUMEHTOB C Aucnnasven ofgHoro pocTtka. B
HacTosILLlee BpeMsda KaTeropus pedpakrtepHon LUMTOMEHUU C YHUIMHENHOW
aucnnasven BKNYaeT pedpaktepHyto aHemuio (PA), pedpakTepHyto
HenTponeHuto (PH) n pedpaktepHyto TpombountoneHuto (PT). [1Be rpynnbl
pedpakTepHom LMTOMEHUN C MYNbTUINHENHOMN avcnnasuen,
onpegeneHHble B 3-en pegakumm knaccudpukaumm BO3 B 2001 roay kak
nse karteropum (PUMO v PUMIA-KC) B HacTosdwee BpemMss 06beanHEHDI.
O6HapyxeHne KonbLeBbIX cugepobriactoB crnegyetr COOTHOCUTbL C
MONEKYNAPHbIMM HaxogkaMm M OTBETOM Ha Tepanuio, YTO Heobxoammo
oTpaxaTb B KOHEYHOM AuarHose. B nepecMoTpeHHOM Kraccudukaumm
Takke yTouyHeHbl kKputepumn PAUB-1, cornacHo KOTOpbIM NaumeHTbl ¢ 2-4%
BGnactoB B nepudepnyeckon KpoBW TakKe nornagatT B 3Ty rpynny, gaxe

€CIn NPOLEHT B KOCTHOM Mo3re meHee 5%. [MlayueHTsl ¢ 5-19% 6nacTtoB B
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nepudpepunyeckon kposn nnmn 10-19% 6GnactoB B KOCTHOM MO3re OTHOCATCS
kK PAUB-2.

Pabouen rpynnon no MAC (2007) npeanoXeHbl KaTeropuun, KOTOpbIX
He Bownu B Knaccudpukaumo BO3: wnguonatvyeckas gucnnasus
HeyTOuHeHHon aTuonorm  (IDUS) u  umguonatudeckas UUTONEHUA
HeyTouYHeHHon aTnonorum (ICUS). [Ona wnguonaTtuyeckon Aucnnas’vu
HeyTo4YHeHHon aTmonormn (IDUS) xapakTepHO - OTCYTCTBUE LIUTONEHUN,
nnbBo nokasaTenu YyTb HWXKE HUXHEN rpaHuubl Hopmbl (Hb = 110 r/n, AYH
> 1,5 x 10°/n, TpomBounTbl = 100 x 10°/1) Ha npoTskeHnn Gonee 6 mec.,
Hann4ne Npu3HakoB aucnnasum bonee, yem B 10% KIeTOK, OTCYTCTBME
KNOHaNbHbIX LUUTOFEHETUYECKUX WM MOJIEKYSIIPHBbIX  MapKepoB W
OTCYTCTBME KaKOW-NMOO MHOW MPUYUHBLI A1 BO3HUKHOBEHUS Aucnnasuu.
Mpn oTcyTCTBUM AOUCMNAa3nK, KIOHamNbHbIX  LUTOrEHETUYECKUX  UNKn
MOMEKYNSPHBIX MapKepoB, KOHKYPEHTHbIX 3aborneBaHun U OnUTENbHON
uutonenmn (Hb < 110 r/n, AYH < 1,5 x 10%n, TpomBounTbl < 100 x 10%n)
pekoMeHayeTcsa ncnonb3oBaTtb TepMuH ICUS (ngmonaTtunyeckas LMToneHnd
HEeYyTOYHEeHHOM npupoabl nnu npe-MAC) C obsi3aTenbHbIM
MOP(ONOrMYeCKMM N LUNTOreHETUYECKUM UCCriefoBaHMEM KOCTHOMO Mo3ra

B AMHaMuUKe Anga ucknioyenms passutmsa MOC.

Pasgen 3. OueHkKa pucka u pakTopbl NPOrHo3sa

MOC saBnsieTcs ypesBbldanHO reTeporeHHon rpynnon 3abonesaHui,
HaunHast oT POpPM C NOYTU HOPMAanbHOW MPOAOIMKUTENbHOCTBIO XXU3HU U
3aKkaHuMBass BapuaHTamn, cxogHbiMnm Mo TeyeHuro ¢ OMIL.  Pwuck-
ajanTUpoBaHHas cTpaTerna neyvyeHna aenseTca obasaTenbHbIM YCNOBUEM
npu Takon pasHopogHocTU. [lporHoctnyeckne bakTopbl MOXHO pasaenutb
Ha Te, KOTOpble KacalTCcAa XapakTepmuCcTUK CaMoro nauueHTa, u Te, Kotopble
onpenenatTca 0ocobeHHOCTSAMM KOHKpeTHoro BapuaHta MC.

3.1. ®aKTopbl, cBA3aHHble C 60Me3HbI0 (LWKasrbl MPOrHo3a)
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OnpegeneHne pucka, CBS3aHHOMO C XapaKTEPUCTUKOM BapuaHTta
MOC, Gasnpyetcs Ha UCNOSIb30BaHUN MPOTrHOCTUYECKUX CUCTEM OLIEHKM,
obbeauHAWMX  OTAENbHblIE  KNMHMYECKME U remaToriormyeckume
napameTpbl. B 1997 rogy, nog armgon MexgyHapoOHOW LWIKOSbl aHanusa
puckoB muenogucnnasmmn (IMRAW), 'pnHbepr n coaBTopbl paspaboTtanu
MexayHapoaHyto — nporHocTudeckyto  GanbHyto  cuctemy  (IPSS),
YyYMNTbIBAKOLLYIO KONMYECTBO 61acToB B KOCTHOM MO3re, LMToreHeTuyeckmne

aHOManuu u BblpaXXeHHOCTb Nepudepmnyecknx uMToneHnn (tabn. 7).

Tabnuua 7. NMporHocTnyeckasn wkana IPSS

Kputepum Bannel
nporHosa 0 0,5 1,0 1,5 2,0
bnactel B KM, % <5 5-10 - 11-20 21-30
KapnoTun XOPOLUMA | NPOMEXYTOYHbIN | MIIOXOWN
LinToneHunn 0/1 2/3
. MeauaHa BpemMmeHu
MepgunaHa obwen
Ao TpaHcdopmauum
Cymma 6annoB: |Kateropus pucka | BbDKMBaeMoCTH,
B OMIJ1 25%
ner
GonbHbIX, NeT
0 Hunskas 5,7 9,4
0,5-1,0 lMpomexyToyHas-1 3,5 3,3
15-20 lMpomexyToyHasa-2 1.1 11
=225 Bbicokag 0,4 0,2

MpumeyaHune.
Lintonenwsi; Hb <100 r/n; abcontoTHoe uncno HenTpodunos <1,5x10%/n;

TpombounTbl < 100x10°%/n.
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Kapuotun: xopowumn — HopMmarnbHbIA KapuoTun, -Y, -20, -5; nnoxon — aHomanum 7
XPOMOCOMbI 1 KOMMJIEKCHbIE abeppaumm (23 XpOMOCOM); NPOMEXYTOYHLIN — BCE

OCTalbHbIe.

Cuctema IPSS okasanacb nonesHom gns nporHo3npoBaHusa obuien
BbKMBAEMOCTU N pucka TpaHcdopmaumm B OMJ1 nauyneHtoB ¢ MAC, 4Tto
noMoraeT B MPUHATUN KINMHUYECKUX PeLUEHUN.

[lononHuTenbHble drakTopsbl, KOTOpble Takxke NMEIOT
NPOrHOCTUYECKOE 3HA4YeHMe, B TOM YUCNe MyNbTUNMHENHAa Aucnnasus,
Tshkenas aHeMnsa C 3aBMCUMOCTBLIO OT TpaHCy3uin, Bbiniv BKMAOYEHbI B
[MporHocTuyeckyto GanbHyto cuctemy BO3 (WPSS), koTopasa nossonser
pasfennTb NaumMeHToB Ha 5 rpynn pucka C pasfnuYHbIMK NokasaTensiMmm
BbKMBAEMOCTU N BeposATHOCTU TpaHcdopmauum B OMJ1 (Tabn. 8). 3Ta
WwKana nosponsetr 6onee TOYHO oONpenennTb MPOrHO3  OTAENbHbIX
naumeHToB ¢ MAC, B 0COBEHHOCTN 13 rPynn HU3KOrO U NPOMEXYTOYHOro-1

pucka no IPSS.

Tab6nuua 8. NMporHocTuyeckan wkana WPSS

Bannbi
MapameTpbl
0 1 2 3

BapwuaHT no PA,
Knaccudukaumm PAKC, PLUMI PANB-1 PANB-2
BO3! 5q-
KapuoTtun? Mpomexy-

XopoLunii . noxon -

TOYHbIV
3

Tpancdysum Het PerynsipHble - -

. BeposiTHOCTb
MepawnaHa oGLuen
Cymma 6annoB [lporHos nporpeccuu B OMJ1
BbIXKMBaeMoOCTH, Mec.
(6e3 neyeHusn)
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2 roga 5 net

0 OuyeHb HU3KNN 103 0 0,06
1 Huskun 72 0,11 0,24
2 [MpomMeXxxyTouH 40 0,28 0,48
bIV
34 Bbicokun 21 0,52 0,63
5-6 OueHb
12 0,79 1
BbICOKUN
MpumeyaHus:

1. Mopdonornyeckne BapuaHtbl no BO3: PA — pedpaktepHas aHemusi; PAKC —
pedpakTepHas aHeMUSA C KonbLeBbIMM cugepobnacrtamu; 5q9- cuHgpom — MAC c
nsonuposaHHon peneumen 5q; PUMIO - pedpaktepHaa UuTONEHUS C
MynbTunMHenHon aucnnasuven; PAUB-1 — pedpaktepHad aHemusi ¢ M30ObITKOM
6nactoB 1 u PAUB-2 — pedpakTepHas aHeMus ¢ n3bbITkoM Gnactos 2.

2. KapuoTtun: xopowmn — HopmanbHbii, -Y, del(5q), del(20q); nnoxon — KOMMMEKCHbIE
aHomanun = 3 abeppaunin 1 nNdble N3MEHEHUSA 7 XPOMOCOMBbI; NMPOMEXYTOYHbIA —
BCe Apyrue aHoManuum KkapuoTtuna.

3. TpaHcoy3noHHas 3aBUCMMOCTb (perynsipHas) — 370 MMHUMYM OZHa TpaHcdy3us

AOHOPCKUX 3PUTPOLIMTOB Kaxkable 8 Hefenb Ha NPOTsHKeHUN 4 Mec.

OTHocuTeneHO HepaBHO MexgyHapoaHas paboyasa rpynna no
nporHo3npoBaHmio MIC, npoaHanu3vpoBaB OTAaneHHble pe3ynbTaTbl
BONbLIOro MHOFOLEHTPOBOrO UCCegoBaHNA MO NEPBUYHBIM NauMeHTaM C
MOC, nepecmoTpena cuctemy IPSS. B paboTe 6b1510 npoaHanM3anpoBaHa
NPOrHOCTMYECKas 3Ha4YMMOCTb OONbLIOrO KOMMyecTBa [Jaxe BecbMa
peaKknx aHoManumin KapmoTuna, YTo NO3BOSUIO KnaccuguumposaTb UX Ha 5
UuTOreHeTMyecknx rpynn pucka. B koHeyHoM Buge [lepecMoTpeHHas
NporHocTnyeckas BanbHas cucrtema (IPSS-R) nossonseT

knaccudguumpoBaTb 3aboneBaHMe Ha 5 MPOrHOCTUYECKUX TFPyMn, TOYHO
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YunTbiBasd KapnoTur, KOJIN4eCTBO OGNacTHbIX KNETOK U TAKECTb OTAESNbHbIX

yutoneHun (tabn. 9).

Tabnuua 9. lNMporHocTu4yeckas wkana IPSS-R

Bannbi
MapameTpbl
0 0,5 1 1,5 2 3-4
KapnoTun OueHb - XopoLumi - Mpom | Nnoxon un
XOpoLumm €XyT | O04YeHb
OYHbI | MNOXOoWn
"
Bnactbl B KM, % <2 >2 -<5 - 5- >10
10
femornobwuH, r/n > 100 - 80 - 99 <80 - --
TpomBouuTbl, 10°/n =100 50 -99 <50 - - --
HenTtpodunbi, 20,8 <0,8 - - - --
10%n
MeaouaHa BpeMeHu
BapwuaHT Cymma MeauaHa obwen [o TpaHcdopmauum B
nporHo3sa 6annos BbIXXKMBAaeMOCTHU, MecC. OMIJ1 25% 60nbHbIX,
mMec.
OyeHb HU3KNI <15 9,3 He pocturHyTa
Hwnskunn >1,5-3 6,3 He pocturHyTa
[MpoMeXXyTOYHbIN >3-45 3,4 2,4
Bbicokumn >45-6 1,2 0,8
OyeHb BbICOKUIA >6 0,6 0,6

BapwuaHT

Kapuortuna:

[JaHHble LUTOreHeTU4YeCKOro uccrnenoBaHus

OueHb xopoLumni

-Y; del(11q)
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Xopoluwnii HopmanbHbiin; del(5q); del(12p); del(20q); del(5q) ¢

AOMONHUTENbHOW XPOMOCOMHON abeppaunen

[MpoMeXxyTo4HbIN Del(7q); +8; +19; i(17q); ntobasa gpyras nsonuposaHHas unu

ABOWHasn abeppauuns

[Mnoxon -7; inv(3)/t(3q)/del(3q); oBonHas abeppaums ¢ -7/7Q9-; KOMMAEKCHbIN

kapuoTun (3 abeppaunn)

OueHb nnoxon KomnnekcHbin kapynoTtun (> 3 abeppauuin)

HoBass nporHocTtuyeckasi cuctema IPSS-R 6onee coBeplieHHa W
ynyJdwaetr ctpatudumkauuto  6onbHbiXx. OueHka NporHo3a  MOXeT
TEXHMYECKN OblTb ynpoweHa ¢ nomouwb WVHTepHeT-kanbkynsaTopa

(http://advanced.ipss-r.com) unu 6ecnnatHoro npunoxenust IPSS-R gnsa

CMapTGOHOB 1 MAAHLLETHbLIX KOMMbLIOTEPOB.

K coxaneHuto, Heo6xoaumo npusHaTb, YTO B HACTOsILLEE BPEMS HET
YHUBepCcarnbHOM MPOrHOCTUYECKOM LWKanbl, KOTopasa BKrtoyana 6bl B cebs
Bce 3Haummble ana MOAC napameTpbl (MOPGONOrMY4eckKMn BapuaHT,
cnneHomeranuio, JIAIN, B2-mMukpornobynuH, epputuH n 1.4.), U B 3TON
CBA3M NPU MNPUHATUN pPeLUEHNs O BbIOOpPE TaKTUKM Tepanuu MOXHO
oueHmBaTb MPOrHO3 cpasy no Heckonbkum wkanam (IPSS, IPSS-R,
WPSS). B OCHOBHOM HayyHble [okasatenbctBa 3(P(EKTUBHOCTN U
Ge3onacHOCTM  OOCTYMHbIX TepaneBTUYECKUX  ONuMA  MNONyYeHbl B
KIMUHUYECKMX UCCNeaoBaHUsX, B KOTOPbIX cTpaTuukauus nauneHToB
npoBogunacb Ha ocHose cuctembl IPSS. Kak cneagctBue aToro, Bce
dakTnu4eckne pekoMeHgaumm rno fieYeHnto OCHOBBLIBAKOTCA Ha pasgeneHnn
BOnNbHbIX Ha rPyMnbl UMEHHO cornacHo IPSS, 4Tto no3BonseT Poccumnckomy
3KCnepTHOMY coobLecTBy pekoMeHOoBaTb ee B KadecTBe 6a3oBoro
WHCTPYMEHTa npu doopmynmpoBaHum avarHosa n Bblbope
TepaneBTMYecKoro nogxoda. Takke cregyeT elle pas NnogyvyepkHyTb, YTO

angd CbOpMVIpOBaHVIFl bonee 4eTKoOro npeacrasrnieHnd O TeYeHUn
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3aboneBaHus n Bblibopa ONTMMAarbHOrO TepaneBTUYEeCKOro BO3AENCTBUS
HaCTOSATENbHO PEKOMEHOYETCA BbINOMHATL MOBTOPHOE obcreaoBaHune
nauMeHToB, a He OCHOBbIBATbCS Ha OAMHOYHbIX pesynbTaTax.

[Onsa nauMeHTOB C HEOLEHEHHbIM B CUMy TEeXHUYECKUX MNPUYUH
KapnoTunom npu Bblbope TepaneBTUYECKOro pexunma criegyet npuHUMaTh
BO BHMMaHune mopdonormnyeckunn BapunaHt MAC no knaccudpukaumm BOS,
KONM4ecTBO 6nacTHbIX KNEeTOK B KOCTHOM MO3re W AWHAMUKY UX

N3MEHEHWS, KITETOYHOCTb KOCTHOIO MO3ra U TSXKECTb LUTONEHNN.
3.2. ®dakTopbl, CBA3aHHbI€ C NALUEHTOM

OTaenbHble napameTpbl, XapakTepuaylowmne coMaTUYeCcKUn craTtyc
nauMeHTa, MOryT BnATb HA €CTECTBEHHOE TeyeHne 60one3Hn n NpuHaTMe
TepaneBTUYecknx peweHnn. K Takum aktopam OTHOCATCS BO3pacT,
coMaTMYeckMrh cTaTyc, CONyTCTBywWME 3aboneBaHus, usnyeckune
pe3epBbl, HYyTPUTUBHbLIN 1 MCUXUYECKUIA CTaTyC NauneHTa.

MpoaBuHyTLIM  BO3pacT aBndetca npu  MOC  HesaBUMCUMbIM
HebnaronpuATHLIM MPOrHocTU4YeckMm daktopom. Koppekums Ha BO3pacT
npu OuEeHKEe BEpPOATHOCTM  [ONTOCPOYHOM  BbPKMBAeMOCTM  Obina
npegoctaBneHa Aans OONbLUMHCTBA MPOrHOCTUYECKUX CUCTEM. Tem He
MeEHee, XPOHONMOMMYECKMA BO3PACT MOXET OTNMYaTbCa OT BMONorn4eckoro,
4YTO HEOBXOOMMO YYUTLIBATL NPY BblbOpe TaKTUKKN Tepanuu.

Bbicokasa 4actoTa conyTcTBYHOLWMX 3aboneBaHnn - 0Obl4YHOE SIBMEHNE
y noxunbix nogen. OQHO MK HECKONbKO COMyTCTBYOLWMX 3aboneBaHnn
NCXOOHO BCTpe4vaeTcsa 6ornee 4yem y nonosuHbl nauueHtoB ¢ MAC, 4to
OKasblBaeT 3Ha4YNTENbHOE BMMSIHNE Ha BbIKMBaeMOCTb. bonesHn cepaua —
9TO camble 4acTble conyTcTBylOLWMe 3aboneBaHusa, onpegenstowme
KomopbuaHocTb ©GonbHbix MOAC. CepaeyHo-cocyamcTble  OCIOXHEHUS
Hanbonee BblpaXeHbl Yy MaUMEHTOB C  TSKENon aHemmen u

TpaHCdY3MOHHOW 3aBUCUMOCTbIO.
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[Mpobnembl, CBA3aHHbLIE C HaNUYMEM COMyTCTBYHOLWNX 3aboneBaHuni,
no-pasHomy npossnsTca y naumeHtoB ¢ MAC u3 rpynn HU3KOro wu
BblCOKOro pwucka. Y nayueHtos ¢ MOC w3 rpynnbl HU3KOrO pucKa,
conyTcTByowmne 3aboneBaHus BAUSKOT Ha MNPOrHO3, HenocpeacTBEHHO
yBenuuneas puUCK CMepTU, He CBA3aHHOM C TpaHcdopMauuven B OCTPbIN
nenkod. W, HaobOpoT, y NauUMEHTOB W3 TrpPynnbl BbICOKOrO puUCKa,
KITMHUYeCKoe 3HayeHne HeTSXKeNIoM COMyTCTBYHLEW naTonorMm He Tak
BEIMKO MO CpaBHEHUO C HebnaronpusaTHbIM nporHo3dom camoro MUC.
OpgHako, U y 9TuUX OOSbHbLIX, KOMOPOUOHOCTb BNMSIET Ha pe3ynbTaTbl
neyeHus1, orpaHndmnBasi BbI6op BO3MOXHbLIX BapnaHTOB Tepanuu.

[ns nNporHo3npoBaHUA BIIUAHUS COMYTCTBYHOLWMX 3aboneBaHMA Ha
KOHeYHble pe3ynbTaTbl NPU BbINOSIHEHUN TpPaAHCNSIAHTaAUUM  arnnoreHHbIX
KpoBeTBOpPHbIX  KneTok (anno-TICK) 6bin paspabotaH  «/HAaekc
KOMOPOMAOHOCTU MpW  TpaHcnnaHTaumm KocTtHoro Mmosra» (HCT-CI).
YKasaHHbI MHCTPYMEHT Mpu3BaH Y4ecTb CONyTCTByOWME 3aboneBaHus,
cywectBytowme nepen nposegeHuem anno-TICK, n mucnonbdyetca anga
NPOrHO3MpPOBaHUA pPesynibTaToB TpaHCnnaHtauMm u  crpatudukayum
naymeHtoB ¢ MOC n OMIJI. TNomumo HCT-CI cywectByeT elwe psg
OLIEHOYHbIX CUCTEM, KOTOpbIE BbINN NpoTecTupoBaHbl y naumeHtTos ¢ MAC,
B 4aCTHOCTM umHOeKcbl obwero npoduna YapnbCoH W MHAOEKC
KOMOPOMAHOCTN B3POCHbIX.

C npaktnyeckux nos3vuunm HambonbWwunn WHTEpec npeacraBnseT
MOC-cneundonyHbIN MHOEeKC KoMmopobuaHocTen (MDS-CI), ans
onpegeneHnss  KOToporo  HeobxoAuMO  OUEHUTb  (PyHKUMOHamNbHOE
COCTOsIHME W/MNKN Hanuune nopaxkeHust cepaua, neyvyeHu, NoYeK U nerkux,

aKTUBHbIX UMW U3NEYEHHbIX CONMAHbLIX onyxoneln (Tabn. 10).

Ta6bnuua 10. Wkana komopouagHocTu Aansa 6onbHbix MOC (MDS-CI)

ConyTtcTBylowume 3aboneBaHus Bannbl
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bonesHu cepaua: 2

e Aputmus

e 3aboneBaHua KnanaHoB

o Vwemunyeckas 6onesHb nnu nHapkT Mnmokapaa

e 3acToiHas cepAeydHas He4OCTaTOYHOCTb

MopaeHne nevyeHn cpeaHemn 1 TAXKErNon CTeneHu: 1

e LUwppos

o ®ubpos

¢ [lepcuctupyrowaa runepbunmpydomHemuns >1,5 x BI'H vnn ACT/ANT
>25xBlN

I'Iopa>KeH|/|e NEerkux TSHKENon CTENEHN: 1

e [lnddysHaa cnocobHocTb n/mnu obbem POPCUPOBAHHOIO BblgOXA
3a 1 cek. < 65% wnu gucnHO3 B Nokoe UNuU HeobxoaMMOCTb B

OKCcureHaumm

Bone3Hu noyek: 1

e [lepcucTtupyrolas KpeaTUHUHEMMUS >2 Mr/a

e [emoananuns

e TpaHcnnaHTauma

ConuaHasi onyxorb: 1

L] OI'IyXOJ'Ib B aHaMHe3e, 3a UCKITIo4YEeHUEM HEMEJTaHOMHOIO paka KOXXu

Mo cymme 6annoB, MPUCBOEHHbLIX KaXAOMy  rMokasaTernto,
onpegensieTcs  nporHoctudecknin  BapuaHT  MDS-Cl: Huskmn  (0),
npoMexyToyHbln (1-2) u BbicokMn (= 3 6annos). [locnegywouiee
NpUMEHeHNe WHOEeKCa KOMOpOMOHOCTM MO3BONSET CcTpaTuuuMpoBaThb

OONbHbIX U3 rpynnbl HU3KOIo N npomMeXxyTo4yHoOro pmcka (HO HE BbICOKOIo "
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OYeHb BbICOKOr0) Ha rpynnbl C pasHOW BbKMBAEMOCTb. [1pn npoumnx
paBHbIX YCNOBUAX BbiCOKOe 3HayeHue nHaekca MDS-CI kak yBenuymBaet
PUCK CMepPTU OT MPUYMH, HE CBA3aHHbIX C TpaHcdopmaunen B OCTPbIn
nenkos (HR 2,46; p < 0,001), Tak n ymeHbLuaeT nokasatenn OB B uenom
(HR 2,09; p < 0,001).

Takum obpasom, yyeT hakTopoB, CBA3AHHLIX Kak C 3aborieBaHueM,
Tak MU C cCaMMM NauMeHTOM 3HayuTemnbHO yrnydwaeT MNPOrHOCTUYECKYH

MOLLHOCTb OTAEeNbHbIX MOAENeN, 0COOEHHO B rpynnax HU3KOro pucka.

MOHVITOpI/IHr nauneHToB N KpuTepmn oTeeTa Ha nevyeHume

MaumeHtol ¢ MAC HyxgawTcss B MOCTOAHHOM  AMHAMUYECKOM
HaONOEHUN, BKNOYAKOLWEM perynspHblii  MOHUTOPUHI  nokKasaTteneun
nepudepundeckon kposwu. lNepen Havyanom Kaxgow HOBOW JIMHUM Tepanuu
HeobXxoaAMMO MNOBTOPHOE WCCredoBaHWME KOCTHOrO MO3ra, XenaTenbHO C
UMTOreHeTMYeCKMM aHanm3om. Yactota nccnegoBaHuim 3aBUCUT OT rpynnbl
pucka n TepaneBTUYECKON TaKTUKM.

HeogHopoaHocTe MIC ocrnoxHseT OueHKy oTBeTa Ha Tepanuio. B
2000 rogy MexayHapogHon paboden rpynnon (IWG) 6binn onpeneneHsl
cTaHgapTu3oBaHHble kputepun oteBeTa npu MAC. B nocnegyowem OHu
Obinn nepecMmoTpeHbl U 0bHoBNeHbl B 2006 rogy (tabn. 11). Kputepun
IWG onpegensatoT pasnmyHble acnekTbl OTBETA C Y4ETOM Lenemn neyveHna m
BKNIOYaOT B ceBSA MOMHYHD M YACTUYHYIO PEMUCCUIO, LINTOreHETUYECKUN
OTBET, remMaToniormyeckme ynydweHms u KadectBo XusHum (KX).
Mcnonb3oBaHMe 3TUX KPUTEPUEB PEKOMEHOOBAHO KakK ANS KIMHUYECKOM

NPaKTuUKKn, Tak n rnpu nposegeHnm KNMHNYECKNX nccnegoBaHum.

Tab6nuua 11. OueHka adphekTnuBHocTn Tepanumn (IWG 2006)

Bug otBeTa Kputepuu
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MonHas pemuccus

YacTtnyHas

pemuccus

KocTHO-Mo03roBas

pemuccus

Crabunusauums

bes adhdpekTa

(Heygayva)

Peunauns nocne
MONHON NN
YyacTU4HOMU

pemMuccum

KocTHbIN mMo3r: < 5% mnenobnacTtoB ¢ HOpMaribHbIM
CO3peBaAHMEM BCEX TUMOB KITETOYHbIX FIMHUIN; BO3MOXHA
nepcucTupytowas gucnnasus.

Mepudepunyeckasn kpoBb: Hb = 110 r/n, TpomboumThbl = 100 X

10°%/n, HelTpodunbl = 1,0 x 10%/n, 6nactsl 0%.

Bce kputepun nonHom pemuccum cobnogaroTcea 3a
NCKNIOYEHNEM TOrO, YTO KONMYECTBO BNACTHbIX KNETOK B
KOCTHOM MO3re CHU3urock = 50% OT MCXOOQHOro 3Ha4YeHus1, HO
ocTtaeTtca > 5%.

KneTo4yHOCTb 1 MOPIONOrns He akTyasibHbl.

KocTHbIN MO3r: < 5% munenobnactoB 1 Nx KONIMYECTBO B
npowecce Tepannun cHU3MNocb = 50% oT NCXO4HOro YPOBHS.
Mepudcepnyeckas KpoBb: €CrM UIMEET MECTO
remartonorndeckoe ynydwenue (I'Y), ero cnegyet gobaenathb K

KOCTHOMO3rOBOMY OTBETY.

OTcyTCTBME YAaCTUYHOW PEMUCCUM, HO HET NPU3HAKOB

nporpeccupoBaHnsa B TedeHne Gonee 8 Heaenb

JletanbHbIN ncxon Ha ooHe Tepanun unu nporpeccMpoBaHne
3aboneBaHus, xapakTepuayoLmeca ycyrybneHmem umMtoneHuu,
yBeNnuyeHnem konuyectasa 6:1acToB B KOCTHOM MO3re Unm
nporpeccupoBaHue B bornee «NpoaBUHYTHIN»
mopdoonorndeckun sapuaHt MAC no cpaBHEHUIO C TeEM

BapunaHTOM, 4TO ObIn 00 Tepannun.

Heobxoaumo Hannyune xoTsa 6bl 1 13 crnegyowmx Nnpu3HaKkos:

e [lpoueHT BnacTHbIX KNETOK BEPHYNCSA K UCXOQHOMY
3HAYEHUIO A0 JIeYEeHUS;

e CHmxeHune Ha = 50% OT MakcMmMarnbHOro KonnyecTea
rpaHynounTOB NN TPOMOBOLMTOB BO BpeMsi pemuccum /
oTBeTa;

o CHwmxeHune koHueHTpauuun Hb = 15 r/n nnu

npucoeanHeHne TpaHcdy3MOHHON 3aBUCUMOCTMU.
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LinToreHeTnyeckumn

oTBEeT

Mporpeccusa

3aboneBaHus

FlemaTonornyeckoe

ynyJweHue

OpUTPOMAHbIA OTBET

(ncxopgHo < 110 r/n)

TpombouunTapHbIn
oTBeT (McxogHo <
100 x 10%n)

HentpodunbHbIn
oTBeT (MCXogHo <
1,0 x 10%/n)

MonHbIN: NCYE3HOBEHNE XPOMOCOMHbIX U3MEHEHNI U

OTCYTCTBME HOBbIX.

YacTnyHbIN: YMEHbLLUEHNE KONMnM4ecTBa KINneTokK C

XPOMOCOMHbIMU HapyLUEHUSIMU MUHUMYM Ha 50%.

ﬂ,ﬂﬂ NauMeHTOB C KONIMYECTBOM BNacTHbIX KNeToK:

o < 5% - yBenunyeHue Ha 2 50%, T1.e. > 5%,
e 5-10% - yBenuyeHune Ha =2 50%, T.e. > 10%,
e 10-20% - yBenuyeHune Ha = 50%, T.e. > 20%,

e 20-30% - yBenuyeHune Ha = 50%, T.e. > 30%.

Hanwuune noboro n3 crneayrwnx rnpnM3Hakos:

e CHmxKeHne KonuyecTsa rpaHynounToB nnm TpomboumnToB
Kak MMHUMYM Ha 50% OT MakcMmanbHOro 3HadeHusa Bo
Bpems pemuccun/oteeTa,

e CHwmxeHune koHueHTpauum Hb = 20 r/n,

e 3aBMCUMOCTb OT TPaHCKY3NOHHOW Tepanuu.

Kputepuu otBeTa (OTBET AOMKEH COXPAHATLCSA He MeHee 8

HeAenb)

MoBbiweHue Hb = 15 r/n.

CHwXeHne abCcontoTHOro Yncna eguHuL, nepenvBaemMon
3PUTPOLIUTHOM MacCChl, NO KpanHeun mepe, Ha 4 efl. B
TeyeHue 8 Hegerb NO CPABHEHWIO C UCXOOHBIM YMCITOM
nepenuBaeMblx eanHuL, 3a npealecTsyrowme 8 Hegernb.
Mpn oueHKe MHTEHCUBHOCTU TPaHCAY3MOHHOW Tepanuu
HeobXxo4MMO y4nThbIBaTh TPAHCHY3MMU, BbINOSIHEHHbLIE NPWU
Hb <90 r/n.

AbcontoTHoe Yncno TpombounToB yBenmnumsaeTcs = 30 x
10%/n, Npu UcxoaHbIX 3HaveHusx > 20 x 10%/n.
YBenuyenme ¢ ypoBHs < 20 x 10%/n go > 20 x 10%n un

MUHUMYM Ha 100%.

YBennyeHume Ha 100% n yBennyeHme abCcontoTHOro Ymcna

HeiTpodunoB Ao YpoBHs > 0,5 x 10%/n.
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Mporpeccusa nnu [loka3aTenbCTBO XOTA Obl OQHOMO N3 Crie4yLNX NPU3HAKOB:
peungue nocrne Y e CHmxeHune Ha = 50% OT MaKkcMmarnbHOro Konnyectsa
rpaHynounToB NN TPOMOBOLMTOB,
e CHwmxeHnne Hb = 15r/n,

e TpaHcdy3noHHas 3aBUCUMOCTb.

OueHka kayectBa xu3Hu npu MIOC wucnonb3yeTcss B KadecTBe
KOHEYHOW TOYKM B WUCCNedoBaHUAX, CBSA3AHHbIX C JiedeHuem. [Angd
namepeHnss KX yvawe Bcero wucnonb3yetrcsa onpocHuUK EBponenckon
opraHumsaummn no uccriegoBaHuto 1 riedenunto paka C30 (EORTC QLQ-C30),
a TaKKe OMNPOCHMK N0 (YHKUMOHaNbLHOM OUeHKe MpOoTUBOOMNYXOeBOU
Tepanuun. B HacTosuwee BpeMa TpPyoHO peKoMeHOoBaTb  YTO-TO
onpegeneHHoe, ogHaKo B KIMHUYeCKon npakTuke oueHka KX y 60nbHbIX
MOC Hepeoko 4dBnsetca Begywum napamMeTpoMm MNpu  nNposBeaeHumn

3aMeCcTUTENbHON Tepanmn KOMMNOHEHTaMMN KPOBW.

Paspgen 5. TepaneBTU4YeCKUue cTpaterum

ANropuTMbl NPUHATUSE TEPANEBTUYECKNX PELUEHUIA B 3aBUCUMOCTU OT

rpynnel pucka no IPSS npeacraBneHsl Ha puc. 1-3
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'pynna HM3Koro pucka

4  ;

AcnmnTomartnyeckas
LMTOnEeHUs

A 4

CumnTomaTnyeckas aHemusi

Habnopan v xagun

3I'I6 <500 1
<2-Xx 3p.macc

A 4

OpUTPONOITUHBI
+/- T-KC®

TpaHcdysum ap.macchbl
1 xenaTopHas Tepanus

MLC 5q-
3MO>500 u 3MO <500 u

>2-x ap.macc

<2-Xx 3p.macc

A

y

A 4

NeHanuoomnn |

+/- T-KCP

OpUTPONOITUHBI

Bospact <60, 6n.kn. <5%,
3aBMCMMOCTb OT
TpaHcdy3uin, HopMarnbHas
uuToreHeTvKa, (runonnasus
KPOBETBOPHOW TKaHM)

\ 4

MMMyHocynpeccuBHas
Tepanua ATI n LICA

Puc. 1. Anroput™m npuHATUA TepaneBTUYECKUX pelieHnn y 6onbHbix MOC mn3

rpynnbl HU3KOro pucka no IPSS
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prnna NPOMEXYTOYHOIo

pucka |
P ¢ [
« L
<5% 611.K., HET NIOXO0Nn CumMmnTomHas BospacTt go 65-70 net, nnoxou
LMNTOreHeTuKku, aHeMu4d NPOrHO3 No UnToreHeTuke,
HapacTaHune OnacTHbIX KNeTok
\ 4 Y
Ha6nonam u ] _ TpaHcdyanm ap.macchl 3MO <500 n <2-x Bospact <60, 6n.kn. <5%, Ectb
A xa M'D'C 5q 1 xenatopHas Tepanus 39p.macc B Mec 3aBUCUMOCTb OT COBMECTUMbIN
TpaHcy3uit, runonnasms AoHop
KDOBETBODHOW TKaHU
v v A 4
OpUTPONO3TUHBI MmmyHocynpeccrBHasi Anno-
9MO <500 u 9MO <500 un +/- T-KC® Tepanusa ATI n LICA TKM
>2-X 3p.macc B Mec <2-x 3p.macc B Mec

A 4

JleHanngomug

A 4

A

OpUTPONO3TUHDI
+/- T-KC®

Puc. 2. AnropuTm NpuHATUA TepaneBTUYEeCKUX peLlueHnn y 6onbHbix MAC n3

rpynnbl NPOMeXxyTo4yHoro-1 pucka no IPSS
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I'pynma npomexyTtouroro |l u

BBICOKOI'O pHCKa

4  ;

BospacTt > 65-70 ner,
NsIoXon coMaTUYECKMIN CTaTyC

COI'IpOBO,EI,VITeJ'IbHaFI

Tepanus npenapatbl

MnomeTunupytowme

BospacTt <

YOOBNETBOPUTENLHbIV
comaTu4eckuii ctaTyc

63-70 ner,

>

CTBOJIOBbI

HeT noaxopsiero goHopa

%

X KPOBETBOPHbIX KNETOK

Ectb ooHop

—

O\

[noxon nporHo3 >10% 6n.kn. B K/M, <10% 6n.kn. >10% 6n.kn.
no UnToreHeTuke HeT Noxoro NporHosa B k/M B k/M
no UnToreHeTuKe
Tepanus no
cxemam OMJT unu
rMnoMeTUnMpyoLme
npenaparbl
v v
M'mnomeTtunupytowme Anno-TKM Anno-TKM Anno-TKM
npenaparbl unu
M'vnomeTtunupyrone
npenaparbl

Puc. 3. AnropuTm NpuHATUA TepaneBTUYECKUX pelueHnn y 6onbHbix MAC n3

rpynnbi NPOMeXyTo4Horo || 1 BbICOKOro pucka no IPSS
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5.1. «<Habnopan n xgn»

Bapocrnble nauneHTbl ¢ nepsuyHbiM MAC, U3 rpynnbl HA3KOrO pucka
no IPSS, ¢ 6eccMMNTOMHON LUMTONEHNEN HE HYXOAKTCA B NIEYEHUN U NULWb
TpebyT perynapHoro obcnegosaHna (pekomeHgaums ypoBHs D).
[MaumeHTol M3  rpynnbl  NpoMexyToyHoro-1 pucka no IPSS, c
BeccnmnTomMHOM UMTONEHNen, 6e3 n3bbiTka 6nacToB M HEGNaronpUATHLIX
LUMTOreHeTUYEeCKNX aHoOMannn TaKke He TpebyroT nedYeHns, u MoryT JNvLlb
HabnogaTbes (pekomeHgauus yposHs D). BbebkupaTtenbHas crpaTerus
MOXET u3MeHuTbCa B Oyayuiem, B crnyyae paspaboTkm 6e3onacHbixX
MEeTOLOB Jle4yeHUus, CrnocobHbIX BIMATL Ha nporHo3. Heobxoanmo
NOOYEPKHYTb, YTO MNaUMEHTbl OOSMKHblI MOHMMAaTb, 4TO 6e3onacHOCTb
HabnogaTenbHOro noaxoda 3aBUCUT OT  PErynspHOCTU MOHUTOPWUHrA.
Llenbto guHammnyeckoro HabnwogeHust ABNseTCcA paHHee pacrno3HaBaHue
NPU3HaKOB yCyrybneHus umMtoneHumn, yBenmyeHuns Ymcna 6nacTHbIX KNeTok

B KpOBU UM KOCTHOM MO3re, a TakXe oueHKa 3BOJ1ioLUnn KapunoTtuna.
5.2. TpchnnaHTau,vm annoreHHbIX CTBOJIOBbIX KIMeTOK

MauyneHtam ¢ MAC rpynnbl NPOMEXYTOYHOro-1, -2 1 BbICOKOrO pucka
no IPSS, koTtopble MOryt paccmaTpuBaTbCHA B KayecTBe KaHOAWOATOB AnA
TpaHCNNaHTauMm anmnoreHHblX CTBOMOBbIX KneTok (anno-TMCK) gomkHo
ObITb BbINOJTHEHO TMUNUpoBaHue no HLA-komMmnnekcy
rMcTOCOBMECTUMOCTU (pekomeHgauma yposHsa D). Pekomengyetcd
TMnnpoBaHue naumeHToB ¢ MAC 1 noTeHUManbHbIX POACTBEHHbIX JOHOPOB
KOCTHOrO MoO3ra U CTBOJIOBbIX [EMOMNO3TUYECKUX KneTok no HLA-
aHtureHam | u |l knacca c uenb Noucka MAEHTUYHbLIX MO aHTUreHam
TKaHEBOW COBMECTUMOCTM Nap Ansa npoBedeHust TpaHcnnaHtauun. Takke
uenecoobpasHo TUNUPOBAHUE pPeUUnnEHTOB, He NMELLNX
noTeHuuarnbHbIX POACTBEHHbLIX [OOHOPOB, [ONS OCYLLECTBIIEHUA MNoucka

HepoLCTBEHHOro foHopa B Poccumnckom n MexagyHapogHom Pernctpax.
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PekomeHgauum no nposegeHunto anno-TIFCK y naumentoB ¢ MOC
onuparTcsd Ha NPOCMEKTMBHbIE paHOOMU3NPOBAHHLIE n
HepaHOOMU3MPOBaHHbIE, a TaKXe rpynnosble nccnegosaHus. o gaHHbIM
MexayHapo4HOro permcrpa no TpaHcnnaHTaumn KoctHoro mosra (IBMTR),
OCHOBaHHOM Ha aHanu3e 387 B3pocrnbix nauueHtoB ¢ MAC, KoTopbim
obina BbinonHeHa anmno-TTCK ot  HLA-mgeHtu4yHoro  cumbnuHra,
KYMYISATUBHaAsA CMEPTHOCTb, CBA3aHHaAs C TpaHCnnaHTauuen, coctasuna
32% B TeveHue 1 roga n 37% B TedyeHue 3 neT, KYMynAaTUBHAA 4yacTtoTa
peunameoB 17% un 23%, OB — 53% wu 40%, cooTBeTcTBEeHHO. Pasa
3aboneBaHna sBNAETCA CyLeCTBEHHbIM (pakTOpOM, BUAKOLNM Ha
nporHo3. KonnyectBo BGNacTHbIX KNETOK B KOCTHOM Mo3re n puck no IPSS
nokasanu obpaTHyl 3aBUCMMOCTb C 0e3peuuauBHON BbIKMBAEMOCTbLIO
nocne TpaHcnnaHtaumn. BepkuBaemocTb 6e3 nporpeccupoBaHus (BBI) y
NnaunueHToB M3 Tpynnbl HU3KOMO WUNMU NPOMeEXyToyHoro-1 pucka IPSS B
TedeHne 5 net cocrtasuna 60%, npomexyTtoyHoro-2 — 36-44% wu gns
BbICOKOro pucka — 28-30%.

[MpoCneKTUBHbIX AaHHbIX MO BbIBOPY CamMoro onTUManbHOro BPEMEHM
Ana  npoBedeHust TpaHcnnaHtauum Het. OnTumanbHble CPOKU  AnS
BblnoniHeHnst anno-TFCK ot HLA-coBmectumoro pgoHopa npu MIAC
ornpederieHbl B paHee YMNOMAHYTOM aHanun3e KIIMHUYECKUX peLleHnin
IBMTR. B aTOM nccnegoBaHum 6bIf10 NOKasaHo, YTO NPOAOITKUTENBHOCTb
XWU3HWN Y NaUMeHTOB, U3 rPYMMbl HA3KOrO UM NPOMEXYTOYHOro-1 pucka no
IPSS, Obina Bbilwe, Korga TpaHcnnaHtaumsa 6bin OTCpoYeHa BO BPEMEHMW,
HO BbINonHsNack Ao TpaHcgopmaumm B OMI1. HanpoTtus, ans 605bHbIX 13
rpynn npoMeXyTOYHOro-2 W BbICOKOrO pPWUCKa, WMMEHHO HeMeasieHHas
TpaHCNMaHTauus CyLlweCcTBEHHO YrydlwaeT nokasaTenu BbIKMBAEMOCTH.
Cenekumsa naunMeHToOB U OTCYTCTBUE OONTOCPOYHbLIX KITMHUYECKUX OaHHbIX
CHWXaKT LEHHOCTb 3TOro uccnegoBaHums.

[MpuBneyeHne HePOOCTBEHHOrO [OHOpa B Criydae OTCYTCTBUS

COBMecCcTMMOro no cucreme HLA poacTBeHHOro [OHOpa npuBOAWNO B
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paHHMX UCcnefoBaHUAX K BbICOKOM cmepTHocTM (30-58%), cBs3aHHOW C
TpaHcnnaHTaunen. CMepTHOCTb B 3TOM CUTyauun YyBennymBaeTca B
OCHOBHOM 3a cyeT 6onblwen yactotbl PTIMIX. Mo 0606LWEeHHbIM AaHHbIM,
BEPOATHOCTb passutna octpon PTIX nocne HLA-coBmecTumomn
poactBeHHon anno-TICK coctaensietr 30-50%, a nocne HepoaCTBEHHOM
anno-TICK noutn 60-80%. Co BpemMeHeM pe3ynbTaTbl HEPOACTBEHHOW
anno-TICK 3HaunTenbHO yNyywunucb U cenyac 3a cYyeT onTUMM3aunm
PEXNMOB KOHAULMOHUPOBaHUA 1 npodunaktukn PTIX cdaktndeckn cranm
COMNOCTaBMMbl C TaKOBbIMW POACTBEHHOW TpaHcnnaHtauum. B yacTHoCTH,
He OblNo nosflydeHo pasnuuun B 2-rneTHen obwen un BespeumanBHOM
BbhkuBaemocTtn (bPB) mexay HepoactBeHHOM n poacteBeHHou anno-TICK
(36 1 34%, cooTBeTCTBEHHO) y 26 naumeHToB ¢ MOC n BTopnyHbiM OMIJI
(vegnaHa  Bospacta 60  ner), KOTOPbIM  BbIMOJIHEH peXnm
KOHOMLMOHNPOBAHMUS MOHMKEHHON UHTeHcMBHOCTM (PKCWL), BkntoumBLLMIA
TpeocynbgaH, dnogapabmH un  ATI. [lo pgaHHeim  IBMTR  npwu
MYIbTU(AKTOpHOM aHanuse pesynetatoB anno-TICK, npoBeneHHbIX B
2002-2006 rogax, y 701 naumeHta ¢ MOC He 6bINO MONy4YeEHO
aoctoBepHbIx pasnuumn B OB 1 BPB y nauyneHToB, KOTOPbIM BbINOSTHUNN
anno-TFTCK  oT  poACTBEHHOr0 UMM MNOSIHOCTbIO ~ COBMECTUMOTO
HepoACTBEHHOro AoHopa. [lpn 3TOM nokasaTenu BbIKMBAEMOCTU Obinn
BblLLIE MO CPaBHEHMIO NaumeHTamu, kotopbiM anno-TI CK, 6bina npoBegeHa
OT YaCTUYHO COBMECTMMOIo HEPOACTBEHHOIO AOHOpPA.

B npocnektuBHoM wuccnegoBaHue ®paHuysckoro obuwecTtsa Mo
TpaHCNMaHTaunuM KOCTHOrO MoO3ra W KNeToYHOM Tepanuu BbINOSIHEHO
cpaBHeHue pesynbTtatoB anno-TICK ot HLA-mgeHTuyHoro cubnuHra wm
HLA-WOEHTUYHbLIX HepoACTBEHHbIX AoHopoB (10/10) y nauMeHToB C
3aboneBaHNAMN CUCTEMbI KPOBW CTaHAAPTHOW CTEMEHW pUCKa, BKO4Yas
MOC. Tun goHopa He BNMSAN Ha KOHEYHble peldyrnbTaTthl. PeTpocnekTuBHoe
nccrnegosaHvne, nposefeHHoe EBponenckon rpynnon no TpaHcniaHTauum

KpoBU U KOCTHOro mosra (EBMT) no oueHke oOTOaneHHbIX pes3yrbTaTtoB
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annoreHHon TI'CK oT poACTBEHHOro U HEPOACTBEHHOIO AOHOpPA Takke He
HaLUIO 3HAYUMBbIX PasfIMuMn MeXxay ABYyMSA 3TUMU rpynnamMu.

Puck 3aboneBaHusi B cooTBeTcTBuM C IPSS, BO3pacTt v Hanuuune
COMyTCTBYIOLLEN NaToNornmn, oueHeHHoe no nHaekcy komopodugHoctu TICK
(HCT-CI) siBnsatotcss Hanbonee 3HaYNMbIMU KIUHUYECKUMW OAHHBIMU, NpuU
paccMOTPEHNN BOMpoca O NpoBeaeHnn nauneHTy annoreHHon TICK.

Bospact Ha MOMEHT TpaHcnfaHTauuu ABnNsSeTca OLHUM U3 CaMblX
Ba)HbIX MNpOrHoctnyeckux akrtopos. 1o pgaHHbiM EBMT cmepTHOCTb
nauMeHToB co BceMun mopdonorndyeckumm BapunaHtamm MAC, cBazaHHasa ¢
TpaHcnnaHTauuen, coctasuna 30% gna naumeHtoB monoxe 20 net, 43%
— 20-40 net un 50% pna TakoBbix cTapwe 40 net. ConoctaBuMble
pe3ynbTaTbl ObIX NONYYEHbI B paHee yNoMsiHyTOM mnccrnegosaHmmn IBMTR.
MpoBeneHne annoreHHon TICK gomKHO ObiTb COBMECTHBLIM pPeELUEeHNEM
Bpaya W nNauumeHTa, MNOCKOSIbKY €ero OTHOLUEHME K PUCKY SBRdeTcA
onpegenawwmm. B uenom naumeHTbl 65-70 net ¢ MAC npomMexyTo4HOoro-2
WNX BLICOKOrO pucka rno IPSS, TOYHO Takke, Kak M MPOoMexXyTo4yHoro-1
pucka ¢ u3bbITkKOM ONacTtoB UM LUTOreHeTUYecKn HebnaronpuaTHbIMU
aHoManMaMmn [OOSMKHblI paccMaTpmBaTbCA B KadecTBe KaHAMAOATOB Ha
annoreHHyto TICK (pekomeHpaums ypoBHs B). K coxaneHuo, onbIT
BblNosiHeHns annoreHHon TICK y nauymeHtoB ¢ MIOC B P® orpaHunyeH
BO3pacToM 65 neT, B CBAA3U, C YEM yKa3aHHblEe OrpaHnyYeHne OOSKHbI ObITb
NPUHATBLI KakK OCHOBHblE MOCne OoueHKn pucka no IPSS npun npuHATUM

peLLEeHNs O BbIMOMHEHUN AaHHOW npoueaypbl.

5.4. UHayKuuu pemuccum nepen annoreHHon TICK

[okasaTenbcTBa uUenecoobpasHOCTU WHOYKUMW pemMuccun nepen
anno-TICK nonyyeHbl B page KIMHUYeCKUX uccnenosaHun. B yactHocTu, B
KPYNHOM  MHOrOLEHTPOBOM  PETPOCMNEKTUBHOM  uccrneoBaHumM  6bino

NOKa3aHoO, 4YTO TMPOLUEHT OnacTHbIX KMEeTOK B KOCTHOM MO3re B MOMEHT
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TpaHCNMaHTaunuM 3HaYUTENbHO BNUSET Ha MporHo3. Bo3moXxHO, 4To
PETPOCMNEKTUBHbBIN XapakTep 3TOro uUccnegoBaHWst 3aBe4oMO MPUBOAUT K
HEBEPHOM TPaKTOBKe pe3ynbTaTOB B BUAY CenekumMn nauneHToB BO BPeEMS
nHaykumm.  CMepTHOCTb, CBfI3aHHad C  fledYeHnem Yy  BOSibHbIX
NPOMEXYTOYHOro-2 U BbICOKOrO pucka no IPSS, asnasumnxca kaHangatamum
ana  anno-TFCK  mn  nony4mBlwWIMX  MHAOYKUMOHHYKO  XMMWUOTEepanutio,
cocTaBnana 16%.

Ha ocHoBe MMeWwmxcsa JaHHbIX NPUHATO cYnTaTb, YTO MHTEHCUBHASA
XUMmnoTepanus nokasaHa OOSIbHbIM C KOSIMYECTBOM ONacTHbIX KMNEeTOK B
KOCTHOM mo3re oT 10% u 6onee, KOTopble ABMANTCA KaHauaatamu ansd
anno-TICK B pamkax KIMHUYECKUX uUccnegoBaHUM UMM MPOCNEKTUBHOIO
peructpa (pekomeHgauma ypoBHa D). Tem He MeHee, BnusiHuE
npealwecTteyowen xumuotepanun y naumeHtoB ¢ MOC Ha TeyeHue
NOCTTPaAHCMNIaHTAaUNMOHHOIrO nepuoga sIBNSeTcs CnopHbiM. B 4yacTHoCTh,
AMOHCKMEe uccrefoBaTenn He BbISBANIM OOCTOBEPHbIX pasnuyum B 5-
netHen OB 6onbHbix ¢ PAUB-T n OMJ1/MAC, kotopbim anno-TICK ot
HLA-coBMECTUMbIX CUBNMHIOB 6blfia BbINOSIHEHA WMCXOAHO B KadecTBe
nepBon NUHUN Tepanun UNKn y>xe B pEMUCCUM Nocne NHOYKUMOHHbBIX KypCcOB
xummnotepanun (57% npotus 54%, p = 0,81). AHanornyHble pesynbTaThbl
nonydeHol Poccunckum TpaHcnnaHtauymoHHbiM ueHTpom (CIC 930): 10-
NEeTHAS BblKMBAEMOCTb OOMNbHbLIX M3 TFPyMnMnbl BbICOKOrO PUCKa, KOTOPbLIM
nposoaunu nepen anno-TICK MHAYKUMOHHYIO XMMUOTEPAnuo Wn HET,
doakTu4yeckn ogmnHakoBasi ~ 42%.

Mcnonb3oBaHMe  rMNOMETUNUPYIOWNX  NpenapatoB C  LEnblo
nogrotoBkn 6onbHbIX ¢ MOC ¢ mn3bbiITkom O6nactoB k annoreHHon TICK
Takke OTpPaXXeHO B PEeTPOCMNEeKTUBHbLIX MCCefoBaHUSX, U B HacTosuiee
BpeMS1 JaHHasi TakTMKa NpoxXoanT NPOBEPKY B KIMMHUYECKUX UCMbITaHUAX. B
cpaBHuUTENbHOM uccrnegosaHum 35 naumeHtam ¢ MOC n OMJ1 B ncxoae
MOC B «kayectBe uutopeaykumm nepen anno-TICK  BbinonHWnm

WHOYKUMOHHYO XUMUoTepanuio, a 33 — BBOAMNM asauutuavH (MeguaHa
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KonnyectBa uuknoB — 3). Y 60% 60nbHbIX B rpynne asaumtuamHa Obin
NPUMEHEH PEXUM KOHOWULMOHUPOBAHUSA CO CHWXXEHHOW WHTEHCUBHOCTLIO, Y
40% - wmuenoabnatmBHbii. Bce naumeHTbl B rpynne WHOYKLWUOHHOM
XUMmMoTepanun nonyyunun mumenoabnatuBHel pexum. Npu pasgeneHuu
nauueHToB MO UUTOreHeTudeckomy pucky, IPSS n tuny goHopa 4vactota
peunguBoB B 3TUX ABYX rpynnax Obina conoctaBumon. ABTOpblI caenanm
BblBOJ, YTO B CBSI3W MEHbLUEN TOKCUMYHOCTLIO Tepanus asauuTuguHOM
nepeng anno-TFCK  umeer npeumywiectBa nepeqj CTaHOapTHOM
XuMuoTepanuen npu conocTaBUMbIX NoKasaTensx BbPKMBAEMOCTN.

Cxoxue pfaHHble Obinu noslydeHbl B UcCcreaoBaHUM (hpaHLy3CKOn
rpynnbel. B KayecTBe MHOYKUMOHHOIO pexuma nepen anno-TICK
MHTeHcuBHasa xummotepanus (MXT) Obina BbiNofiHeHa 98 naumeHTam,
TONIbKO  asaumtmgmH — 48, asauutmanH wmn UXT B pasHou
nocnegosatenbHocTn — 17. OB 3a 3 roga no rpynnam coctaBuna 55%,
48% wn 32%; BCB - 42%, 44% wun 29%, COOTBETCTBEHHO.
MynbTUBapMaHTHbLIN CTaTUCTUYECKUIA aHanu3 NoATBepaAusi, YTo He ObIno
pasnuyuMn  Mexagy TepaneBTUYEeCKMMM rpynnamMm no  nokasaTtenam
BbDKMBAEMOCTU M YacToTe peuuamBoB. ABTOpbI MPULLIN K BbIBOAY, 4TO
asaumTuamH  npeacrtaesnder cobon  ManoTOKCUMYHOE  BO3OEWNCTBUME,
ctabunuampyrolyto TedyeHne 6ones3Hn Ha BpemeHs, Heobxoaumoe Aans

NOUCKa AOHOPa U No3BOJIAET NauneHTam oxXgaTtbCA TpaHCnaHTaunn.

5.5. ICTOYHUK reMOno3TUYECKUX CTBOJIOBbIX KINeTOoK

Bblibop MCTOYHMKA CTBOSIOBLIX KNeTok Obin onpegeneH B psae
uccnegosaHnn. B 4yactHoctM, B OOHOM M3 pPaHOOMU3MPOBAHHbIX
nuccnegoBaHMn  He 6ObINO  MOKa3aHO CTATUCTUYECKUMX  OTNIMYUA MO
BEpoATHOCTM passutua peumgmsa MOC mexagy rpynnamy nauueHToB,
NONYYMBLUNX CTBOSIOBbIE KIETKM Nepudpepuyeckon KpoBu NGO KOCTHOMO
Mo3ra (228 ansioreHHbIX POACTBEHHbIX TpaHCMnaHTauun, Bkn4das 36 no

59



nosogy MIOC). XoTsa wumMmeeTca onpefeneHHass TeHAEHUMs B MONb3y
TpaHcnnaHTaumn nepudepudecknx cteonosBbix knetok (TMCK) no
CPaBHEHUIO C NMPUMEHEHUS CTBOJSIOBbIX KNETOK KOCTHOrO MO3ra, B KayecTBe
ncTovHmnka TpaHcnnaHtarta: OB 3a 30 mec. coctaBuna 68% npotus 60% (p
= 0,04). BbprkmBaemMocTb OOMbHbLIX C pPaHHUMU  MOPEONOrMYeCKUMMn
BapnaHTamn MIAC He oTnu4anacb mexgy rpynnamu, B TO BpeMsi Kak npu
NPOABUHYTBIX d)opmMax oOHa Obina nydwe npu mcnonb3oBaHum TICK. U
ewle B OOHOM pPeTpPoCnekTMBHOM uccrnegoBaHnn (234 annoreHHbIX
POACTBEHHbIX  TpaHCNfaHTauum)  MNosiydeHbl  CXOXue  pesynbTarbl.
BbpkmBaemocTb Obina 3HaymMmo Bbiwe B cnydae TICK, 3a ucknoyeHnem
peumnmMeHToB ¢ pedpakTepHon aHeMmnen n 6oMbHbIX U3 rPynnbl BbICOKOMO
puUcka no UMTOreHeTuKe.

B npocnektMBHOM paHAOMU3NPOBaHHOM mUccrenosaHun 3-in ¢oasbl Mo
MCMONb30BaHMIO  CTBOJIOBLIX KIETOK OT HEepOACTBEHHOro  JoHOopa,
NONyYeHHbIX U3 nepugepundeckon KposBu NMOO KOCTHOrO Mo3ra Yy
NnauMeHToB C remartofiormyeckummn onyxonamu (Bkrmodaa 93 naumeHTa C
pPaHHUMW N NPOABUHYTbIMU Mopdonorndeckumn Bapnantamm MAC), 6bino
NnokKasaHo, YTO MUCNONb30BaHWE CTBOSIOBbLIX KINETOK nepndepnyeckon Kposu
OT HEepoOACTBEHHOro [JOHOPOB XapaktepusyeTcd 6onee  KOPOTKUM
BpeMeHeM MPWXMBMNEHUS TpaHcnnaHTaTa n HU3KOW YacTOTOW OTTOPXKEHUS.
C p[gpyron CTOpOHbI, OblMa Bblle YacToTa XPOHWYECKOW peakumnn
TpaHcnnaHTat NpoTuB xo3sinHa (XpPTI1X) no cpaBHEHUIO C NauMeHTamu,
NoSyuYMBLUMMN B Ka4yeCcTBe TpaHCniaHTaTa KOCTHbIM MO3r. YacToTa ocTpou
peakumm  TpaHcnnaHtat npotmB  xo3auHa  (OoPTIIX), peunanBos,
CMEPTHOCTN He CBA3AaHHOW C peumanBoM M oOLLen BbhKMBAeMOCTU Oblnn
cxogHbiMn B 0benx rpynnax. Takum obpa3om, He YCTaHOBMIEHO CBSA3U
MeXOy PUCKOM peuunamBa N UICTOYHUKOM CTBOJIOBbIX KINETOK, OAHAKO CTOUT
OTMEeTUTb, YTO pe3ynbTaThbl He BbINK NpeacTaBeHbl KOHKpeTHO ansa MAC.

YuutbiBas nmerowmecs npoTmBopedmnBble AaHHble, 4SS NauneHToB C

MOC He npencraBndeTcd BO3MOXHbIM Ha3BaTb MNpeanovYTUTENbHbIN
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MCTOYHUK  CTBOJIOBbIX  KIETOK TMNpU  TpaHCraHTaununm  arnforeHHbIX

CTBONOBbIX KNieTok oT HLA-coBMecTMMOro goHopa.

5.6. Pexxum KoHauuMoHnpoBaHusa ansa annoreHHou TIFCK

PekomeHgauum no BbIOOpY pexuma KOHOMUMOHUPOBAHUA AJ1S
annoreHHon TICK ocHoBaHbl Ha MPOCAEKTUBHBLIX U PETPOCNEKTUBHbIX
nccrnegoBaHnax. Tak B aHIIMACKOM UcCnefoBaHUM He 6bino BbIABNEHO
pasnuyum Mexay OBYMS pexnmamu KOHONLMOHMPOBaHUSA
(6ycynbaH/umnknodocdamma nNpoTvMB UMKNodocdhamMua u ToTanbHOEe
obnyyeHune Tena), y nauneHToB ¢ PA, KOTOpbIM Obifna BbINOSIHEHA anso-
TICK. WcnaHckne wuccregoBaTtenu npoaHanusanposanu faHHble 452
naumeHToB ¢ nepsudHbiM MIOC (Bce rpynnbl pucka no IPSS), koTopbiM
obina BbinoniHeHa TICK oT HLA-MOEHTMYHOro pPOACTBEHHOrO [OOHOPA,
nocrie npoBedeHna pasfiMyHbiX CXeM KOHAVUUMOHUPOBAHUS U Takke He
BbIABUNN pasnnyuMn B pesyrbTaTax flevyeHns B 3aBUCMMOCTU OT pexmma
KOHOANLMOHMPOBAHUS.

Ha ocHoBe 9TUX [OaHHbIX, HEBO3MOXHO [JaTb Kakue-nnbo
pekoMeHZauun no BbIOOPY Haunyywero muenoabnaTtMBHOrO pexuma
KoHauumoHnposaHusa (MAK).

Heckonbko uccnegoBaHnin Takke 6b1s10 NOCBSALLEHO MCNONb30BAHUIO
PEXUMOB MOHMXEHHOU MHTeHcuBHocTn (PKCWL) y naumeHtoB ¢ MOC. B
peTpoCneKTMBHOM uccnegoBaHun EBMT 6bino npoaHanuampoBaHo 836
nauyneHtoB ¢ MOC npomexyTodHoro-1, -2 n BbICOKOro pucka no IPSS,
nepeHecwnx TpaHcnnaHtaumwo ot  HLA-mgeHTU4yHoro poaCTBEHHONO
AOHOpa B 3aBUCUMOCTU OT pexuma KoHanumoHunpoBaHusi: PKCU npoTtms
cTaHgapTHoOro MwuenoabnaTuBHoro pexuma. Yacrtota peungmeoB B
TeyeHne 3-x net 6bina 3HauuTenbHo Bbiwe nocne PKCW[, opaHako,
CMEPTHOCTb, HE CBA3aHHasl C peuuanBoM Obina HWXKe, B pesdynbTaTe 4Yero

OB wmexgy nasymss rpynnamm 6bina  conoctaBMmon.  AHarnorndHble
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pesynbtatbl ObIIM  NOMyYeHbl B PETPOCMEKTUBHOM MHOMOLLEHTPOBOM
aHanuse [gaHHbiXx pernctpa EBMT no nauymeHtam C  pasHbiMU
Mopdonorndeckmmm BapuaHtamm MOC He crapwe 50 net. Yacrtorta
peumanBoB 3aboneBaHna B rpynne nauyweHtoB ¢ MAK B cpegHem
coctaBnseTr 27%, B rpynne PKCUL — 45%, cmepTHOCTb, CBA3aHHasA C
TpaHcnnaHTaunen — 32% u 22%, cooTBeTCcTBEHHO. [lo ewe ogHoro
nccneposaHna 2-netHaa OB B rpynne PKCU[L Takke He oTnuMyanacb OT
Takosoro B rpynne MAK.

B npocnektmBHOM paHOOMM3MPOBAHHOM uccriegoBaHum EBMT
(npoTtokon RIC/MAC), skntovasLwem 129 naumentos ¢ MOC n3 18 ueHTpoB
(2004-2012), He ObIfO nNorydeHO AOCTOBepHbIX pasnuumi B OB nocne
PKCWO n MAK. lNokasatenu 2-netHen BPB n OB coctasunn 61% (95%
AN 48-73%) n 74% (95% [OWN 63-86%) npotmns 56% (95% [OWN 43-69%; p =
0,5) 1 61% (95% [OWN 48-73%; p = 0,07), COOTBETCTBEHHO.

B  HacToswee Bpema  onybnvkoBaHbl  pe3ynbTaThbl  paaa
nccnegoBaHui, [0Ka3bIBaOLLNX NPENMYyLLLECTBO PEXMMOB
KOHOWLMOHNPOBAHUA  MOHWKEHHOM  TOKCUYHOCTM  C  BKITHOMEHMEM
TpeocynbgaHa. B 4yacTtHoCcTM, B OOHOM U3 uWccnegoBaHMM Obina
noaTBEepXXAeHa MeHbllas BepoATHOCTb peuunamsa (5% npotms 34%, p =
0,019) Npy KOHAWUMOHMPOBAHUN C TPEOCYySibhaHOM MO CPaBHEHUO C
TOTanbHbIM 061y4YeHnem Tena u nydwasa 3-netHaa bPB (57% npoTtve 11%,
p = 0,046). Tem He MeHee, yyuTbiBass OMbIT POCCUNCKOrO
TpaHcnnaHTaumoHHoro ueHtpa (CIC 930) npu nNpuUMeHeHUn pexuma
KOHUMONOHMPOBAHUA C  TpeocynbaHoM (TpeocynbdaH 36 /M2,
yuknodgocdaH 120 mMr/mM2) y 60MnbHbIX 13 rpynnbl BbICOKOrO pUcka 3Ha4YMMo
yBenninBaeTCcs BEPOATHOCTb OTTOPXEHUS TpaHcnnaHTaTa (K 3 mec - 44%)
N PErMCTpUpyeTCcHa BbICOKMN NpoLeHT peunansos (22%; B TedyeHne 1 roaa).
Taknm o6pa3omM, 9TOT pPEeXUM KOHOMLMOHUPOBAHUS, SBIISASCb MeHee

TOKCUYHbIM, He ABJTAETCA MuenoabnaTtuBHbIM, n ero MO>XHO
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pekoMeHaoBaTb ANs 60MbHbIX U3 cTapLllen BO3pacTHOM rpynnbl B MNOSTHOM
peMUucCcH.

YuntbiBasi He4OCTaTOYHOE KOMMYeCTBO UCCneaoBaHUM No JaHHOMY
Bonpocy pAana nauyueHtoB ¢ MIOC, wumewwmx nNpoOTMBOMOKA3aHUS K
ncnonb3oBaHMio cTaHgapTtHoro pexuma MAK, Hanpumep, B CBA3M C
conyTtcTByowmnMn 3abonesaHusamn, PKCUL cnegyet paccmatpmBaTb Kak
npeanoYTUTENbHLIN PEXUM KOHANULMOHNPOBAHUS.

[Ons nauveHTOB C npeflecTsyowen TpaHCHY3MOHHON Tepanueu
nepeg peweHneMm Bonpoca o cpokax anno-TICK cnegyet oueHuTb
NPU3HaKN reperpyskn xenesom (BbICOKMW YpOBEHb (eppuTMHa B
cblBOpOTKe KpoBu = 1000 mkr/n n MPT npusHaku OTNoOXeHua Xenesa B
nedyeHu, cepaue n Opyrmx opraHax). Hanuume BbICOKOWM 3aBUCMMOCTU OT
remoTpaHcysun, npuBoadllee K Meperpyske xernesom, HABndeTcd
HebnaronpuATHbIM OaKTOPOM MPOrHO3a M 3HAYMMO yXyALwaeT pe3ynbTaTbl
anno-TICK. 3aBncnMmMocTb OT reMoTpaHcdy3nin NPUBOANT K YMEHbBLUEHUIO
OB (OP = 1,48; p = 0,017) »n yBenninBaeT CMEPTHOCTb, CBSI3AHHYIO C
nedyeHnvem (OP = 1,68; p = 0,024). B ogHOM K3 wuccrnegoBaHUN,
nocesiLleHHoM npumeHeHunto anno-TICK npn MAC, 5-netHaa OB no Bcem
naumMeHtam coctasuna 42% v nuwb 10%, ecnu ypoBeHb (heppuTuHa B
KpoBM 00 TpaHcnnantauyum npesbiwan 3000 MKr/n, a CMepTHOCTb,
CBsi3aHHasa Cc nedeHuem coctasuna 43% un 65%, COOTBETCTBEHHO. Takum
obpasom, npu HanNUuuM MNPU3HAKOB 3HAYMMOW BTOPUYHOW MeEperpysku
Xenesom cnegyet obcyxaaTb NpoBefeHWE XeraTopHOM Tepanun, BCEM
nauneHtom ¢ MOC B cuTyaumm, Korga nnaHUpyeTcs NpoBedeHMEe anno-
TICK.

5.2.1. lNMpumeHeHMe TrUNOMETUNNPYOLLUX MpenapaTtoB Mnocne

annoreHHomn TPpaHCNMNaHTauUMnN KOCTHOINo Mo3sra
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MpuMmeHeHVe asaunTmgmHa B KayecTBe NnoagepkvMBarollen Tepanuu
nocne amno-TICK 6b10 M3yyeHO B XO4e HEeCKOSNbKUX HebosbLimnx
PETPOCNEKTUBHbIX  UCCegoBaHMM M MPOCNEKTUBHOIMO  OTKPbITOro
nccnegosaHna 2-n asbl, B KOTOPbIX ObINO NPOAEMOHCTPUPOBAHO
CHWXEHME pUCKa peunamsa U NpPosioHrMpoBaHNE PEMUCCUN.

B yacTtHOCTUW, B HEMeUKOM muccrnegosaHumn 2-n pasbl RELAZA 6bina
oLeHeHa 9P PEKTUBHOCTb NPUMEHEeHUs asauuMTnanHa angd
npegoTBpaweHna remaTtonormdeckoro peumamBa y ©6onbHbix OMIJT unn
MOC nocne anno-TFCK. Tlpn wmeanaHe  HabnwogeHuss  nocne
TpaHcnnaHTayum okono 6 mec. y 20 n3 59 npocnekTMBHO CKPEHUPOBAHHBLIX
nauMeHToB OblNo 3aperMcTpMpoBaHO CHUXEHME OOHOPCKOro Xmmepuama
00 ypoBHA MeHee 80%, no nosoay 4ero um NpoBoAWNKM B cpegHemmno 4
uMKna asauyutTmanHom (75mr/M2/p,eHb B AHM 1-7), NnOKa OHW HaxoausNUCb B
NofiHOM remartosiornyeckon pemuccun. B uenom 16 (80%) naumeHTOB
«OTBETUNU» YBENUYEHMEM OOHOPCKOro xmmepmama donee 80% (n = 10;
50%) wnn crabunmsauyuen (n = 6; 30%) 6e3 npu3HaAKOB pa3BUTUSA
peunguea. Bo Bpema neyeHna asaumtngmHomMm obpatmmasi HEMTPONeHnsa m
TpombouuToneHna 3- 4 cTeneHn Habnwganucb B MNOMOBUHE Crlyyaes,
orpaHuyeHHas xpoHundeckas PTIX otmeyanacbk y 2 605bHbIX.

B Apyrux wuccrnegoBaHusiX Mo NPUMEHEHUIO asaumTuauHa rnocrie
anno-TrCK y 6onbHbIX M3 rpynnbl BbICOKOTO puUcKa pasBuUTUA peumnaunBa
ucrnonb3oBanacb MeHbwas pfosa (35 wmr/M2 5 gHen).  bBbino
NPOAEMOHCTPMPOBaHa npuemremMas TOKCMYHOCTb U YMEHbLUEHWE pucka
pasBUTUS peunanBoB.

Pagom wnccnegoBaTtene OTMEYEHO YBESNIMYEHME BEPOSTHOCTU
OTTOPXEHUA TpaHcnfaHTata npyv WUCNonb30oBaHUM asaumTuauHa nocre
anno-TIr CK.

Takum obpasom, pekomeHgoBaTb NPUMEHEHWE asauuTuauHa nocne
anno-TICK MOXHO TONbKO B paMKax KIUHUYECKNX UCCeaoBaHUM, HO HE B

PYTUHHOM NpaKkTUkKe.
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5.3. lHayKuMoHHaA (MHTeHCUBHAas) XuMmMoTepanus

[okasatenbctBa 3PEPEKTUBHOCTU WMHOYKLMOHHOM XMMMoTepanun y
naumeHToB ¢ MOC nony4yeHbl B page NpoOCneKTUBHbBIX U PETPOCNEKTUBHbIX
nccrnegosaHnin,. B paHaoomMmsanpoBaHHbIX UccregoBaHNAx Obino BbIMOSIHEHO
CpaBHEHMe 3 PEKTUBHOCTH BbICOKOO3HOM n HU3KOO03HOM
XUMHoTepanuKn; pasfnuyHbIX BUMOOB WHAYKUMW, KOHCONUAAUMM U CXEM
nogaepxueawowen Tepanun, BeegeHna [-KCO, wuHTepneukmHa-11 w
WHTEpNenknHa-2; MogyaTOpOB JIeKapCTBEHHOW PE3NCTEHTHOCTH.

CaMblM 4acTo MpPUMEHAEMbIM PEXMMOM WHAOYKUMOHHOM Tepanun
ABNSieTCA coyeTaHve uuTapabuHa M aHTpauuKiMHOB (cxema «7+3»). B
nccrnegoBaHMAX B OCHOBHOM — TeCTMpPOBanuCb  CTaHAapTHble  [O3bl
uutapabuHa (Ara-C) 100-200 mr/m? kaxable 12-24 yaca B TeueHue 5-10
AHen B KOMOBMHaUuM C aHTpauumknMHamu (MaapybuumH, gayHopyoOuuuH,
MUTOKCaHTPOH), aHanoramu HYKNeoTUAoB (dbnypapabuH) nnm
MHrMbmuTopamm Tonomsomepasbl (TonotekaH, aTono3vd). B  pasHbix
nccnepgosaHmnax yactota NP BapbupoBana ot 24 go 79%, peungueoB —
33-91%. CMepTHOCTb, CBA3aHHas! ¢ nedeHnem, — ot 2% no 42%.

CywectBytloT nybnukaumm no cxemam feyvyeHUs CO CpeaHuMU U
BblCOKMMUM Jo3amu Ara-C Kak B MOHOTepanum, Tak U B COYeTaHun C
dnygapabvHoMm, aHTpauuknMHamum u  TonotekaHom. Yactota [P
cocTtaBuna 34-80%, cMepTHOCTb, CBA3aHHas C fiedeHnem, - ot 0% o 36%.
BeposTtHocTb 4-5 netHen OB ansa nayneHToB, NOMyyYaBLUMX UHTEHCUBHYHO
XUMMoTepanuio, B oTAenbHbIX Nybnvkauusx sapbuposana ot 8% go 33%.
Monogon BoO3pacT, XOpOLWWKW COMaTUYECKUMA cTaTyc U BraronpusiTHble
UMTOreHeTMYeCcKne aHomanuu cornacHo IPSS accoummnpyeTcsa c nydiwien
Bb)KMBAEMOCTbHO.

B EBponenckoMm MHOroueHTPOBOM uccregoBaHun 3- asbl 661110

BbINONHEHO CpaBHeHMEe 3dEKTUBHOCTN TPeX BapuMaHTOB KOHCONMUOALUK:
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anno-TrCK, ayto-TFCK u uHTeHcuBHOM xumnotepanuun. Bce 60s5bHblE
OTHOCWJIUCb K rpynmne npoMeXyTO4YHOro-1, npoMeXyTO4YHOro-2 1 BbICOKOrO
pucka no IPSS. TllauweHtam, pgocturwmm [1P nocne wWHAYKUMOHHOM
XumMunoTtepanuun, npu Hanmumm HLA-MOEHTUYHOro POACTBEHHOMO [OOHOpa
BbInosniHANM anno-TICK nocne nepBoro Kypca koHconuaauumu. NMNauneHTos,
y KOoTopbIXx Obina gocturHyTta NP, HO HE MMEBLUMX COBMECTMMOrO AOHOpPA,
nocne KoHconuaauuMm paHgoMusMpoBanu Ha ABa BapuaHTa Tepanun: nndo
2-n Kypc koHconugauuun, nubo ayto-TICK. Okasanocb, 4to anno-TICK
ynyywaeT BPB 60nbHbIX U3 rpynnbl NPOMEXYTOYHOro U HebnaronpusaTHOro
LMTOreHeTUYEeCKOro pucka, B TO BpeMda KaK y nauMeHTOB HWU3KOro pucka
9TOro He otmeyeHo. YetbipexneTHas BPB n OB nocne paHgomusaumm y
nauMeHToB 6e3 OoHOpa, KOTOpbIM Obln BLINOSIHEH KypC KOHconuaauuu
BbICOKMMW J03aMu untapabuHa, coctaBuna 22% un 27%, COOTBETCTBEHHO.
Takke 661510 NnokasaHo, 4YTto ayTo-TI CK He yBenuunsaet OB no cpaBHEHWUIO
C WHTEHCUBHOM XuMmuoTepanuen. LlMToreHeTnyeckne XxapakTepUCTUKN B
AaHHOM NPOTOKOSE ObiNn caMbiM 3HAYMMbIM MPOrHOCTUYECKUM DaKTOPOM,
CBsi3aHHbIM C 3aboneBaHneM.

Taknm obpasom, WHOYKUMOHHAA  XMMmuoTepanuss  OOJSIKHa
paccMaTpmBaTbCA Kak Tepanusa Bbibopa Ans nauneHToB 6e3 noaxoasLlero
AoHOopa, Moroxe 65 neT n umerLwmx B KOCTHOM Mo3sre = 10% 6nacTtoB u
6e3 HebnaronpuaTHbIX LUTOreHeTM4Yecknx abeppaunn (pekomeHgauus
ypoBHSA B). Bcem nayueHTam, KoTopble JOCTUMN NOSTHOW peMUCCUKM nocrie
WHOYKUMOHHOM XMMMOTepanum B6e3 TSXeSblX OCIOXHEHUN, OO0IMKHA ObliTb
npoBefeHa NoCTPEMUCCMOHHAA XuMmnoTepanma (pekomeHgaums ypoBHsi B).

B P® Hanbonblumin onbiT HAKOMNSIEH NO MPOBEAEHUNIO KypcoB 7+3 C
ngapybuumHom w1 FLAG-lda. Hanpumep, nporpamma, KoTopas
ncnonesadyetcsa B NHLU M3 P®, coctouT na tpex kypcos 7+3 (umMtapabuH
100 mr/m2 2 pasa B geHb 1-7 AHuW, uaapyouumH 12 mr/m2 1-3 gHu) ¢
nocriegyloLwen TpexnetHen noanepXueBarllen Tepanven no cxeme 5+5

(unTapbrH+6-MepKanTonypuH).
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5.4. Hu3kopo3Hasa xmummoTepanus

B kadectBe [OaHHOro TepaneBTMYECKOro rnoaxoga y nauuMeHToB C
MOC Hawnu npumeHeHue marnble 4o3bl untapabuHa (MAL), mendanaH B
HU3KMX JO3aX per 0S N 6-MepKanTonypuH.

JleyeHne manbiMm gosamun umtapadbuHa (MAL) yacto ucnonb3yetcd
B HalLleW CTpaHe B KayecTBe MeToda Bblbopa y MOXWMbIX MNaUMEHTOB C
MOC ¢ PAUB-1 n -2 npu HOPMO- UNN TUNEPKIIETOYHOW MOpPdONorum
KOCTHOro moara. [lokasatenoctBa adpdektmsHoctv ML 6binn nonyyeHobl B
pesynbTaTte npoBeaeHus HECKONbKNX paHOOMU3NPOBAHHbIX
KOHTPONUpyeMbIX UCcnegoBaHuUm N JaHHbIX CUCTEMHOIO MeTa-aHanuaa.

B yacTtHocTM, B MpOCMNEKTMBHOM uccrnegosaHun 3 @asbl,
npoBefeHHbIM CcOBMEeCTHO BocToyHOM KoonepaTUBHOW OHKOMOrM4eckom
(ECOG) u KOro-3anagHoun oHkonorndeckon rpynnamm (SWOG) CLUA, 6bin
nponevyeH 141 nauneHT C pasHbiMM MOPGONOrMYeCcCKUMN BapuaHTamu
MOC. B pesynbTtaTe LeHTpann3oBaHHOro nepecmotpa MopdOosiorm4ecKmnx
npenapatoB W3 OKOH4YaATENbHOro aHanu3a 6buM  UCKYeHbl 25
nauMeHToB, npeunmywectseHHo ¢ OMIJl.  [OusanH wmccrnegoBaHud
npegycmatpusasn paHgoMmsaumio 605fbHbIX B paBHOM COOTHOLUEHMU Ha
Tepanuio ML, (10 Mr/mM? nogkoXHO ABa pasa B AeHb B TeyeHue 21 aHS) u
cuMmnTomaTmyeckyto Tepanuio. B uenom, nocne opgHoro kypca MALU
pocturnmn oteeTta 32% OONbHbLIX C MEQMAHON €ro NPoaoIMKUTENBHOCTU 5,9
(1,4-33,5) mec. OTBeT ObIN AOKYMEHTMPOBAH Mpu BCEX MOPEOSIOrn4ecKmx
BapmaHTtax MOC. lMommmo 3Toro, 4yepes 3 MecC. Nnocne 3aBeplueHusd
Tepanun ML, 6bINO  OTMEYEHO  yMeHblleHMe  TpaHCEY3UOHHOW
noTpebHocTn. OCHOBHbIMU HexenaTenbHbIMU aBneHnamu B rpynne ML
BbII MHPEKUMNOHHBbIE OCINOXHEHNA. BMecTe ¢ Tem, mexagy rpynnamm He
Obino BbiBNeHO pasnuuuin B OB M BpemMeHn [0 nporpeccupoBaHus.

YacTtoTa TpaHcdopmaumm B OMJ1 6bina oanHakoBon u coctasuna 15%. B
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paboTe 6bIIO MOKasaHo, YTO C NyylleNn BbIKMBAEMOCTbIO KOppenupyet
OOCTWXXEHWEe CyweCTBEeHHOM uuTopeaykumnm nocne Tepanun ML,
ocobeHHo npwu BapuaHtax PAMB wn PAUMB-T. K coxaneHuto, 3TO
nccrnegoBsaHne He NO3BoNSAeT caenaTb BbiBOAbl O npeumylectse ML, no
CpaBHEHWIO C paKTUYEeCKM nannuaTuBHOM Tepanuen.

B npocnekTtMBHOe paHOOMU3MpOBaHHOE wccnegoBaHne 3 dasbl
EORTC 6bin BkntoyeH 201 naymeHt MIOC ¢ konmyecTBOM OnacTHbIX
KNeTok B KOCTHOM mo3re oT 10 go 30%. Bce GonbHble nonyyanu Tepanuio
MAOL, (10 mr/mM* noakoxHO ABa pas3a B [fOeHb B TeueHwe 14 pHein), a
paHOoMM3auma 3akmnoyvanacb B napanfnenbHOM HasHayveHun nnauebo,
rpanynouutapHo-makpodaransHoro KCo® (FM-KC®), nubo nHTepnenkmHa-
3 (UN-3). OtBeta Ha Tepanuio Obin nonydyeH y 38,6% nauMeHTOB
He3aBUCUMO OT BETKM paHaoMm3aumn. MeamaHa BbhkMBaemoctn 6e3
nporpeccupoBaHus coctaBuna 9,1 wmec. Yactota WHPEKUMOHHbLIX
OCIOXHeHMn ©Obina Bbiwe B rpynnax [M-KCO® wn WJ1-3, 4yem npwu
MoHoTepanun ML,

B opyroe mHoroueHTpoBoe uccnegosaHne ML, 661510 BkntoyeHo 102
nauymeHta (MAC — 79, OMJT B ucxoge TtpaHchopmaumm MOAC — 23) c
KNUHUYECKN 3HAYUMbIMUK LmTOoNneHns MK, OTBET nonyyeH y 29% 6onbHbIX, a
ans octaBwmxca 71% Tepanuna 6bina He nNpocTo HeadeKTUBHOM, a B
psge cnyvaeB - MPUBOOALWLEN K XU3HEYrPOXaKOLMM  OCIOXHEHUAM.
MeguaHa OB coctaBuna 9 mec. C orpaHM4eHHOW BbIPKMBAEMOCTLIO MpwU
nposeneHnn Tepanuu ML, accoumupoBanuncb ncxogHas
TpombouutoneHns < 150,0 X 10°n u Hannume = 2 XPOMOCOMHbIX
abeppaumn. B cnydyae TpomboumTONeHMN BEPOATHOCTb OTBeTa 6Obina
Bbllle Yy MNaUMEHTOB C TrUMOKNETOYHOM MOPEOSorMen KOCTHOroO MO3ra,
OTCYTCTBMEM KOSbLEBbIX CMAEpO6nacToB M KONMMYECTBOM XPOMOCOMHbIX
NOSIOMOK MeHee BYX.

Takum o06pasoM, UMeEWLWUXCA B HacTosiee BpeMs OaHHbIX

HeJOCTaTOYHO, YTOObI pekomeHAoBaTb PYyTMHHOE wucnonb3oBaHne ML
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MeTa-aHanua, oxsaTbiBalowWmn 53 nybnukaumm no npumeHeHno ML y
751 naumeHta ¢ MOC wn OMJI npogemMoHCTpupoBan BeEPOATHOCTb
poctumxkeHus MNP y 16% 6onbHbix ¢ MOC. MegnaHa nNpoaomKUTENbHOCTU
otBeta coctaBumna 10,5 mec., a megnaHa OB — 15 mec. Cenekuyus
BONbHbIX, KOTOPbIE NOMyYaT BbIUIPbILL OT AAHHOW Tepanuu, NpeacTaBnseT
onpegeneHHble TpyaHocTu. OQHO3HAYHO, NULWb MOXHO yTBEpXAaTb, YTO
Tepanmo  MOLL He cnegyer wvcnonb3oBatb Yy NauyuveHToB C
HebnaronpuATHbLIMU UUTOreHeTMYeckumn abeppaumsamm (pekomeHgaums

ypoBHS B).

OoowenpuHateiM B P® pexmnmom ucnonsb3oBaHua MIOLL asnaetcs

Ha3HavyeHue npenapaTta B go3e 10 mr/m2 2 pasa B OeHb MOOKOXHO B

TeyeHve 21-28 gHell. BepoATHOCTb AOCTUXKEHWA MOMHOW pemMuccun y

nauneHtoB ¢ PAMB-2 cyuleCTBEHHO Bbille, ecrnv AfUTeNbHOCTb Kypca
6bina He MeHee (1) 23 gHen. OBHapyXeHne No AaHHbIM TpenaHobuoncum
KOCTHOrO MoO3ra runo- Wunu annasmm KPOBETBOPHOW TKaHW MOXeT
CKOppeKTMpoBaTb BbIOOP TepaneBTUYECKOro noaxoda: ecnu  HeTt
BO3MOXHOCTMU MCNosb3oBaTh rMNnomMeTunupyoLmne npenapaTbl,
anutensHocTb Tepanum ML moxeT 6bITb ymeHbleHa oo 10-14 gHen (m
Aos3a uutapabuHa mMoxeT 6bITb peayumpoBaHa oo 10 mr 2 pasa B AeHb)
NHTepBanbl mMexay uuknammu coctasnait 28-30 agHew, a Tepanuvs
NpoOBOAUTCA BMAOTb A0 MPOrpeccupoBaHnA UNU MNOSIBNEHUS NPU3HaKOB
HenpuemnemMmom TOKCUYHOCTW, HO He ©Gonee 3 net. [MpumeHenne ML
Hanbonee LenecoobpasHo y BOMNbHLIX C HOPMasibHbIM KapuMOTUNOM UK C
BnaronpusaTHbIMK abeppaunamu.

Ncnonb3oBaHue Mmanbix 403 MerndanaHa Obiro nccnefoBaHo B OBYX
NPOCMEKTUBHbLIX  KOrOPTHbIX  MUCCReAoBaHUsX, KOTOpble  CYMMapHO
BkNtovanu 42 nauneHta ¢ MAC Bbicokoro pucka. O6Wun oTBeT Npmu aTOM
coctaBun 38-40%, a TOKCUYHOCTb Oblla MUHMManNbHOW. BepoATHOCTL

OTBETa Ha Tepanuio Oblna camon BbICOKOWN Y nNauneHTOB C MNMNOKNeTO4YHbIM
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KOCTHbIM MO3rom, n3bbITKoM 651acTOB 1 HOpMarbHbIM KapnMoTUMNOM. Takum
obpa3oMm, [OCTyMNHble [aHHble OrpaHu4YeHbl, YTO He no3BonsaeT
pekomMeHOoBaTb AaHHYHO Tepanuio B Ka4ecTBe PYTUHHOIO MeToaa.

Y 6onbHbix ¢ MOC, npoTekawowmm ¢ 6n1acTto3oM, BO3MOXHO
OCYLLEeCTBIMEHNE Tepanuu 6-mepkantonypuvHoM. [lpenapaT HasHavalT B
[o3e 60 Mr/m? per 0s 3a 2 npvema B NMOCTOSIHHOM peXxuMe C KoppeKLmen
A03bl UM OTMEHOW NpPU PasBUTUM FYyOOKON LUMTONEHUU. [1pnU CHUXEHUU
yucna nevikounToB MeHee 3,0 x 10°%/n go3a npenapara CHMxaeTcsa Ha 25%,
meHee 2,0 x 10°/n Ha 50%, a npu nageHun 4o ypoBHS MeHee 1,5 x 10°/n
OTMEHSIETCA A0 BOCCTaAHOBIIEHUSI MOKa3aTenen, kKorga JieYeHUe MOXHO
Oynet BO306HOBUTL. Tepanus 6-MepkanToOnypuHOM, Kak MpaBwuiio,
paccMmaTpMBaeTCs UCKMIOYNTENBHO B KAa4eCcTBe NannnaTMBHOIo nogxoaa.

Takum obpasom, Ana noXxunbix 6GoONbHLIX TepanMen Bolbopa ocTaeTcs

Tepanust HU3KOW MHTEHCUBHOCTMU - B OCHOBHOM M]LL.

5.5. lMnomeTunupyowme npenapartbl

AsaunTnauH (5-azaumTngmH) n aeuntabuH (5-aza-2'-
AEe30KCULUTNONH) OTHOCATCA K OpUrnMHanbHOMY Knaccy
XMMUOTepaneBTUYECKMX MpernapaTtoB — rMNOMETUSTMPYIOWMX areHTOB MU
nHrmbutopos [HK-meTtunTtpaHcdepasbl, depmMeHTa, oTBevalllero 3a
MeTUNMpoBaHMe BHOBb cuHTe3upyemon [OHK. AsaunmtnamnH 4dasnsietcs
HYKNEeO3UAHbLIM aHanoroMm UMTUANHA, B MOJSIEKYe KOTOporo yrnepon B 5-n
no3vuMm NUPUMMUONMHOBOIO KosibLia 3aMelleH Ha atoMm asoTa. [eumtabuH
SIBNSAETCA  CXOOHbIM  MPOM3BOAHbIM, HO  YXe  [Oe30KCUuuTMauHa.
[okasatensctBa 3PEEKTUBHOCTM ITOr0 Kracca npenapaTtoB Obinu
nosiydeHbl B Xxode npoBedeHust cepun ybeamTenbHbIX MNPOCNEKTUBHbIX
pPaHOOMU3NPOBAHHbLIX UCCIIeq0BaHUN.

B ceBepoamepukaHckoe wuccnegosaHne CALGB (Cancer and
Leukemia Groupe B) 9221 6bin BknoyveH 191 naumeHt (46% —
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NPOMEXYTOYHOro-2 U  BbICOKOro pucka no IPSS) co Bcemu
Mopdornorndeckumm Bapmantamun MAC. lNaumeHTbl paHOoOMM3nMpoBanuch
nnbo Ha Tepanuio asaunutmanHom (75 MI/M? NOAKOXHO B TeueHue 7 aHen)
Kaxxgble 28 OHeW He MeHee 4-X UMKIoB, nubo Ha  nydwyto
COMNpOBOANTESNBHYIO (CUMNTOMATUYECKYHO) Tepanuto B TeyeHne 4-x mec. Ha
Tepanuio asaumMTManHoOM oTBeT Bbin nony4yeH y 60% nauyneHTos, U3 HUx NP
pocturnm 7%, YP — 16% u rematosniormdeckoro ynydwenumsa — 37%. B
rpynne CoOnNpoBOAUTENbHON Tepanun OblNO [LOKYMEHTMPOBAHO JULUb
ynydlieHne remartosiorm4eckux nokasarternen B 5% cnyyaeB. MepguaHa
BpeMeHU 00 OOCTMXKEHUA MepBOro M Haunydwero oteeta cocrtaesuna 64 wm
93 pgHa cooTtBeTcTBeHHO. [lporpeccupoBaHne B OMIJI, kak nepsoe
HebnaronpuaTHoe cobObiTMe, KOoHcTatupoBaHo B 15% cnydyaeB Ha
asaumtuamHe npotue 38% Ha conpoBoauTenbHoM nedveHuun (p = 0,001).
MeonaHa BpemeHun Ao TpaHcdopmaumm B OMIJ1 okasanacb 6onbue vy
BonbHbIX B rpynne asauntuamHa (21 mec. npotuB 13 mec.; p = 0,007).
CMepTHOCTb, CBfiI3aHHad C JiedyeHnem, B Trpynne asauutugmHa He
npesbicnnia 1%. [loCKOSbKYy MO YCMNOBUAM MPOTOKOMa MO UCTeYeHUn
nepsBbIX 4 Mec. nauneHTbl U3 rpynnbl CONPOBOAUTESBLHOM Tepanuu MOrnu
nonyyatb asaumMTUOUH, He BbINO CyLEeCTBEHHbIX pa3nuuui B meanaHe OB
(20 mec. npoTtue 14 mec.; p = 0,10).

B npocnektnBHoe MHOroueHTpoBoe nccrenosaHme 3 ¢assl AZA-001
Obino  BknoveHo 358 naumeHtoB ¢ MOC  npeumyLLeCTBEHHO
NPOMEXYTOYHOro-2 N BbICOKOro pucka no IPSS (89%). [usanH npotokona
npegycmartpusan paHOoOMU3aLMIO NaLMEHTOB Ha Tepanuio asaunTUanNHOM
(75 Mr/M? NOKOXHO B TeYeHne 7 AHeit) B BUae 28-AHEBHbIX LMKMNOB MU Ha
OQVH U3 Tpex MeTodoB TpaaUUMOHHOro nedyeHus. OnpegeneHve BapuaHTa
TPaguUUMOHHOM  Tepanuu NpefoCTaBnAaAfiocb Jieyawemy Bpady Ao
npoueaypbl paHgommnsaumun: 105 (59%) — nydwas conposBoauTesibHas
Tepanus; 49 (27%) — MILL (20 mr/mM® B TedeHne 14 gHeln) kaxaple 28 gHel

n 25 (14%) — wHTeHcuMBHad Tepanua no cxeme «7+3». MeguaHa
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KonnyectBa UMKIIOB And asaumtuguHa coctasuna 9, ana MAL — 4.
MonHom pemuccnn pgocturnn 17% 6onbHbIX B rpynne asauutumgnHa npotms
8% Ha TpaguumoHHon Tepanum (p = 0,015), YP — 12% npotmB 4% (p =
0,0094) n remartoniormyeckoro ynydweHus — 49% npotme 29% (p <
0,0001). MeanaHa BpemeHn Oo TpaHchopmauum B OMJ1 Takke 6bina
nyywe Ha asaumtuguHe (17,8 mec. npotus 11,5 mec.; p < 0,0001). torom
nccnenoBaHna siBUNOCh 3HauvmMmoe ynyduwenmne OB B rpynne asauutngmHa:
megmaHa OB 24,5 mec. npotmB 15,0 mec. (p = 0,0001); 2-netHas OB
50,8% npotmB 26,2% (p < 0,0001). AsauMTnanH B LIESIOM NpeBocxoaun
MOLU no acbdekTnBHOCTU U Be3sonacHocTh: meanaHa OB 24,5 mec. npoTtms
15,3 mec. (p = 0,0006); cymmapHasi yactota remaTosIorm4eckon pemmccum
n ynydwenma 84% npotmB 37% (p < 0,001); HesaBUCMMOCTb OT
TpaHcdy3nmn KoMNoHeHToB KpoBu 45,2% npotme 13,3% (p = 0,04).
AzaumtngmH Obin 3PEEKTUBHBIM Yy MNaUMEHTOB C HebnaronpusTHbIMU
UuMTOoreHeTMyeckumn abeppaumsimm, B 4acTHOCTU C MOHOcCOMUEN 7
xpomocombl unu  del(7q). Hanbonee 4acTbiMM HexenaTenbHbIMU
ABneHnaMn 3-4 cteneHun 6o LMTONEHUM MPU BCEX BapuaHTax fieyeHus.

Ewe B o0OgHOM HedaBHO MpeaCTaBfIEHHOM — UCCrefoBaHWUW,
Kacarwemcs Tepanun asaumtngmHom 282 nauueHtoB ¢ MOC BbiCOKOro
NN NPOMEXYTOYHOro-2 pucka no IPSS, 6bino nokasaHo, 4TO yxygwaroT
BEPOATHOCTb OTBeTa npeawecTteyouee npumeHeHne ML, konudectBo
BnacTHbIX KNEeTOK B KOCTHOM Mo3re 6onee 15% M Hanuume CrOXHbIX
HapyweHun Kapuotuna. [lnoxom comatmdeckmn  craTyc, rpynna
NPOMEXYTOYHOrO U HebnaronpuATHOrO  LMTOrEHETUYECKOro  pucka,
Bnactemmsa 1 BbicOKas NOTPEOHOCTb B TpaHCMY3MOHHOM nogaepxke (> 4
eNHUL, 3PUTPOLINTHOM MacCbl B TedeHue 8 Hederib) KoppenupoBanu C
HM3KNMK nokasaTtensmu OB.

B nccneposanue 3 dasbl D-0007 Gbino BkntoyeHo 170 naunmeHToB C
MOC Takke npeumyLLecTBEHHO MPOMEXYTOYHOro-2 MU BbICOKOrO pucka no

IPSS (70%). bBonbHbIX paHooMu3MpoBann B pPaBHOM  COOTHOLLEHWUU
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nonyyaTb geumtabuH (15 Mr/M? B BUAE 3-X YacoBol B/B nHy3nn 3 pasa B
CyTKM B TedyeHne 3 [JHen) Kaxable 6 Hegenb, JMbo  ny4ywyto
conpoBoanTenbHylO Tepanuio. B cpegHem OonbHble nonyyinu 3 uukna
Tepanun geumtabmHom. Obuias YacToTa BCeX OTBETOB cocTaBuna 17% B
rpynne pgeuutabuHa, B TOM 4ucre nonHblX — 9%, B TO BpeMsa Kak Ha
COnpoBOANTENBHON Tepanuu oTBeTUBLWIKNX He bbino (p < 0,001). MeguaHa
NPOAOSIKNTENBHOCTM  reMaTosiormyeckoro  oTBeTta Ha  geumtabuH
coctaBuna 10,3 mMec. u conpoBoXxdanacb He3aBUCUMOCTbO  OT
remoTpaHcdy3un. MeanaHa BpeMeHu [0 TpaHcdopmaumn B OMIT unun
CMEepPTU OKasanucb NpoLoSmKuTernbHee B rpynne geumtabuHa (12,0 mec.
npotnme 6,8 mec.; p = 0,03), ogHako, ynydweHusa OB He npousoLwsio
(megmnana OB 14,0 mec. npotuB 14,9 mec.; p = 0,636).

B HepaBHO ony6siMKOBaHHOM  €BPOMENCKOM  MHOIOLEHTPOBOM
nccnegosaHnn 06011, BbLIMNOSIHEHHOM TPYNMNOM MO UCCEeAOBaHUKD
nenkosoB EORTC u N'epmaHckon rpynnon no nayvyeHno MOC, Takke 6bina
BbIMOSIHEHA CpaBHUTENbHAs oOueHKka 3ddEKTUBHOCTN JeuntabuHa un
nyyuwen conpoBoguTenbHon Tepanun. B obwen cnoxHoctn 6bino
pekpyTuposaHo 233 nauumeHta ¢ MAC, 6onblien YacTbio NPOMEXYTOYHOIO-
2 1 BbIcokoro pucka (93%) B Bo3pacte 60 neTt n crapLue, He ABNAKOLLNXCA
KaHOugaTamu Ons MHTeHCUMBHOM Tepanuu. deuutabuH HasHavanu B Jo3€e
15 mr/M* B Buae 4 yacoBoi MHY3MM 3 pasa B AeHb B TeYeHne 3-X OHeil
Kaxxgble 6 Hegenb. B rpynne geuntabuHa 13% naumeHTtoB gocturnn [P,
6% — YP n 15% — remaTtonormnyeckoro ynydweHus. CpegHee YMCrio KypcoB
aeumtabuHa 66110 paBHO YyeTbIpem, 4yTO NpNBN3NTENBHO
cooTBeTcTBOBasio 6 Mmec. nedvenus. [lpumeHeHne  pgeumtabuHa
COMpPOBOXAANoChb 3HAYNUMbIM YIyYLIEHNEM BbKMBAEMOCTU, CBOBOAHON OT
nporpeccupoBaHnsa (mMegmana 6,6 npotme 3,0 mec., p = 0,004). B atom
nccrnegoBaHUM Takke He Obino nonyveHo ynyduwenuss OB (megmnana 10,1
npotme 8,5 mec.; p = 0,38) n BpemeHn Oo TpaHchopmauum B OMIJI

(Mmeguana 8,8 npoTtuB 6,1 mec.; p = 0,24).
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Hanbonee ynobHOM C NpakTUYEeCKMX Mo3vuun sBRAdeTcs Ccxema
HasHayeHna geuutabuHa B BMAE 4YacoBOW WMHAY3UM OOUH pa3 B OeHb B
nose 20 Mmr/M*> B TeyeHue 5 [OHel. [laHHasi cxema B YCIOBUSAX
paHOAOMU3NPOBAHHOIO UCCeaoBaHMA nokasana npeumywectso npu MAC
MO CPaBHEHMIO C ABYMS APYMIMU pexumamm, Bkrodas 20 Mr/M? NOaKOXHO
B TeyeHue 5 gHen n 10 mr/m? B/B B TeueHmne 10 gHelt. Yactota P Ha
AaHHom cxeme cocTtaBuna 39% npotmB 21% u 24% cooTBETCTBEHHO (P <
0,05).

B cBeTe OTCYTCTBUA NMPAMbIX CPaBHUTESNbHbLIX UCCeLOBaHUN MeXay
asauMTnamHom u geuntabuHoOM HEBO3MOXHO caenaTb OKOH4YaTesSlbHOe
CyXXOEHMe O NpenmMyLLecTBe O4HOro npenapara Nno OTHOLWEHUIO K APYromy.
Tem He wMeHee, ynydweHne OB, nNpoaeMOHCTPUPOBAHHOE B
nccnegoBaHUAX asaumMTuanHa rno3BondeT paccMaTpuBaTb €ro B KayecTse
npeanoyTnTenbHOro. Ha OCHoBe BbILLEN3IIOXKEHHbIX AaHHbIX, NaLMEHTaM C
MOC npomexyTO4yHOro-2 wunu BbICOKOrO pucka no IPSS, koTopble He
ABNSAOTCA KaHaugaTamm ans WHTEHCUBHOWN «OMJ1-nogobHom»
xummnoTtepanun unmn annoreHHon TICK pekomeHayeTcs npuMEHeEHne
asaumtuamHa  (pekomeHgauus  ypoBHa A). [laumeHtam c¢  MAC
NPOMEXYTOYHOro-2 UMM BLICOKOro pucka no IPSS mn3 uyutoreHeTnyeckom
rpynnbl MAOXOro MpPOrHo3a, Yy KOTOpPbIX HEeT noTeHumanbHOro AoHopa
CTBOSIOBbIX KIETOK, U TpaHCNMaHTauust TEXHUYECKM HE BbINOSIHMMA, TaKxKe
nokasaHa Tepanusa asaunuTtmanHom (pekomeHgaums ypoBHs B). U, HakoHel,
asauuMTMOMH MOXET MWCMoNb3oBaTbCA B KadecTBe arnbTEepHaTUBHOIO
npenaparta Angd MHOYKUMN PEMUCCUM Y MaUUEHTOB, KOTOPbLIE HE BXOOAT B
UMTOrEHETMYECKYD Tpynny nfoxoro nporHo3a, HO Takke He WMeNoT
noTeHUManbHOro JOHopa CTBOSIOBbIX KNETOK (pekoMeHaauus yposHsi B).

AHanua addekTmBHoCcTM AeumnTtabuHa uccnegosaH B MHU y 30
BonbHbIX B Bo3pacTe 24-77 net (meamnaHa 49 net), u3 Hux ¢ MOC — 20
yenosek, OMIJ1 ¢ npusHakamn muenogucnnasmm — 8 u XMMJ1 — 2.

JeuntabuH HasHavyanu B go3e 20 Mr/M? B/B B TeueHue 5 gHein. Tepanus
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okasanacb adpdpektnBHon y 14 (47%) naumeHtos: NP — 6 (20%); YP — 3
(10%);  kocTtHomo3roBass  pemucema — 5 (17%). MepgwaHa
npoAormKNTeNbHOCTN oTBeTa coctasuna 10 (2,4-32,0) mec., OB — 15,5
(0,7-37,1) mec. Meanana BpemeHn 0o TpaHcgopmaumm B8 OMJT — 10 (1,1-
13,4) mec.

deuntabuH MOXHO MCNOMNb30BaTh B 2 peXXMMax BBEAEHUS:

— 20 mr/mM® B Buae 60-mMuHyTHOM MHQY3MM 1 pa3 B AeHb B OHKM 1-5

Kakable 28-35 gHen nnu

— 15 mr/m? x 3 pasa B eHb B Buae 3-4acoB B/B MHQY3UM B AHM 1-3,

Kaxkable 6 Hegenb.

[Mpn oTcyTcTBUM Nporpeccun 3aboneBaHns 3pdeKTUBHOCTL Tepanuu
cnenyeTt oueHuBaTtb nocrie 4 KypcoB. [lpy nonoXxutenbHOM oOTBeTe
(MonHas, YyacTuyHasi UNM KOCTHO-MO3roBasi PEMUCCUA, reMaTonorndeckoe
ynyJylieHue) Tepanuio cregyet npogoibkUTb OO0 MOMEHTa pasBUTUSA
BbIpa)XEHHOW rmnonnasnmn KpOBETBOPEHUS UMK Nporpeccun 3abonesaHns.

A3auMTuanH HasHadyaeTca B nose 75 Mr/M> NOOKOXHO 1 pa3 B CYTKU

B _OHM 1-7 kaxable 28 gHen. CycneH3uo npenaparta crnegyeTt rotoBuTb

HenocpeaCTBEHHO rnepen WUCNofb3oBaHUEM. [OTOBYIO CYCNEH3UKD MOXHO
XpaHuTb npn Temnepatype 25\0C He 6onee 45 MmuHyT, 2-8\0C He Gonee 8
4Yacos. Mpw 3amMopaxunsaHun CyCNeH3uu asauMTunanHa B
nonvnponuneHoBbiX wnpuyax ao -20\0C npenapaT coxpaHsan CcBou
cBOMCTBa nNpu XpaHeHun OO0 14 pHen. [lepen BBeAeHWEM MAUMEHTY
pacTtBop corpeBatoT Ao 20-25\0C.

Mpn oTtcytcTBMM  nporpeccun  3abonesaHna 3P PEKTUBHOCTb
Tepanun HeobxoauMmo oueHuBaTb nocrne 6 kypca. Npu NONoXMUTENBHOM
oTBeTe (NonHas, YacTuUyHass WM KOCTHOMO3roBasi  pemMuccus,
remMaTonormdyeckoe ynydlieHue) Tepanuio cregyer nNpoLoMKUTb OO0
MOMEHTaA pPa3BUTUS BbIpaXXEHHOW TrMMNonfasMm KPOBETBOPEHUS  UNA
nporpeccun 3aboneBaHusi, Npu OTCYTCTBUM 3dpdpbeKkTa Wnn nporpeccum

NoKa3aHa CMeHa TaKTUKn Teparunun.
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5.6. FlemonoaTn4yeckue haktopbl pocTa

MpumenunTensHo K MOC HU3KOro n npomexytoyHoro-1 pucka no IPSS
OOHOM M3 NOAXOL4OB JevyeHusi pedpakTepPHbIX aHeMun ABNSETCS
Ha3HayeHne npenapaToB, CTUMYSIMPYKOLNX IpUTponoas. [lpumeHeHune
9pPUTPONOATUHOB (dNO3TMH anbcda u OeTa, [apb3no3aTMH  anbda)
NO3BOMSAET MOBbLICUTbL YPOBEHb FEMOrNIOOMHA, YNyylnUTb Ka4yeCTBO XKU3HU
OONbHbIX, OTKa3aTbCA WUAM  4YaCTUYHO CHU3UTb MNOTPEBHOCTL B
3aMecTUTENbHON Tepanun 3pUTPOLUMTHOM Maccon. Yactota oTBeTa Ha
MOHOTepanuio 3putponodTmHamu npu MOC ©6e3 ydeta nokasatenemn
SHOOrEeHHOro  3pPUTPOMNO3TUHA HeBbICOKA WU He npesbiwaetr 20%.
HasHayeHMe npenapaToB, CTUMYNUPYHOLLMX 3PUTPOMNO33, Heobxoammo
OCYLLECTBNATL  TONbKO  MNOCne  WU3MEPEHUss  YPOBHA  OHOOrMEHHO
aputponoatuHa (!). MNpu ero cogepxaHmm B CbiBOPOTKE KpoBu 6onee 500
ME Tepanusa 3puTponoaTMHamu 0OecnonesHa. Takke KpanHe Hu3ka
BEPOSATHOCTb MOSyYEHUS1 OTBETA Ha 3PUTPOMNOITUHLI NPU OOHapyXeHuu
«y3koro» (<10%) KpacHoro pocTka npu aHanude muenorpammbl. C y4eTom
NpPUBELEHHbIX KpUTepmeB aPPEKTUBHOCTL MOXET cocTaBnAaTb ~60%.

Hanbonee unsyvyeHHbIM siBnsetcs npumeHeHve npu MOC anoaTtuHa
anba n 6eta (pPeKOMBUHAHTHBLIN YernoBeYeCcKnin IPUTPONO3TUH — pyu3l10).

CywiectByeT, MO KpanHe Mepe, [Ba pPaHOOMU3MPOBAHHbIX
KOHTpOnMpyemMbiX uccnegoBaHna 3-n dasbl, B KOTOPbLIX OLEeHMBanu
ucnonb3oBaHne pyldllO B cpaBHeHuM C nnauedo. B nepBoe 6bIIO
BkrtoveHo 20 nauyneHToB ¢ PA n PAKC. BornbHble nony4vanu pudl10 B gose
oT 1600 n 3200 ME/kr gBa pasa B Hegento BHyTpMBEHHO. OTBET B rpynne
Tepanun 6bI1 OOKyMeHTMpoBaH B 12,5% cnyyaeB U HM B OOHOM Ha
nnauebo. Bo BTopoe uccnegosaHune 6bir10 BKAOYEHO 87 naumeHToB ¢ PA,
PAKC un PAWB (6nactel He 6onee 10%) CO CHWXEHUEM YPOBHSA

remorriobuHa meHee 90 r/n. lMayueHTbl nonyyann py3lO B gose 150
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ME/kr B OeHb MOOKOXHO B TedyeHue 8 Hepenb. YacTota BCeX OTBETOB
coctaBuna 36,8%. [launeHtel PA wn PAKC, 6e3 noTtpebHoCTM B
remoTpaHcysunsax 0o Hadana nedyeHuns pydllO M C HU3KUM CTapTOBLIM
YPOBHEM 3HOOrEHHOro apuTponoaTuHa (< 150-200 mE/mn) umenun 6onee
BbICOKME LWAHCblI AocTudb oTBeTa. [lo pgaHHbiM  Poccuinckoro HUAN
remaTtosiormn n nepenmsaHma kposn ®MBA Poccun yactota OTBETOB MO
kKputepusm IWG 2000 Ha MoHoTepanuio 3putponoatnHamu npu MOC
coctasuna 35,7%, 4ToO coBnagaeT ¢ npeacTaBNeHHbIMU Bbille paboTamu.
O DHeKTUBHOCTL KOMBUHMPOBAHHOIO nNpumeHeHnsa pudllO un -KCP
Oblna oueHeHa B HECKOSMbKNX paHOOMU3MPOBaHHbLIX UCCreaoBaHusx 2 u 3-
n das. Hambonee BecomMmble OokaszaTenbCcTtBa 3M(PEKTUBHOCTU AaHHOM
KOMOUHaumn OGbinn nonyyvyeHol B pesynbTate npoBeaeHna BocTo4yHom
KoonepupoBaHHOM oOHKonormnyeckon rpynnon (ECOG) npocnekTUBHOro
paHOoOMU3NpoBaHHOIO wuccnegosaHna 3-n gasbl (E1996). B npoTokon
6bin0o BktoveHo 118 naumeHToB MAC HM3KOro U NPOMEXYyTOYHOro-1 pucka,
¢ mopdonormnyeckumn BapnaHtamm PA, PAKC, PAVB (< 10% 6nactoB B
KOCTHOM Mo3re) u Henponudpepupytowmm XMMIT B cooTBeTCTBUM C
knaccndpukaunen FAB. Llenb wmnccnepoBaHusa 3aknodanacb B OLEHKe
apdekTMBHOCTM ©N BesonacHocTn npumeHeHna puydllO ¢ wnu 6es
nobaeneHna -KC®. YactoTta oTBeTOB NO ABYM rpynnam coctaBuna 36%
npotme 9,6%, cooTBeTCTBEHHO. YTO kKacaetca OB u yacToThl
TpaHcopmauun B OMJI, TO HUMKAKMX CYLLECTBEHHbIX pasfiMyuun mexay
rpynnamyv paHgomMusauum  BbisiBIeHO He  Obino. 3deKTUBHOCTL U
6e3onacHocTb gapbanoatmHa anbda ¢ unn 6e3 -KCP y naumeHTOB
npenmyLiectseHHo ¢ MC HM3KOro nnm npoMexyToyHoro-1-pucka no IPSS
Takke Oblna ybeauTenbHO nMoOKasaHa B page  MNPOCHEKTUBHBLIX U
PEeTPOCNEKTUBHbIX uUccrnegoBaHuin. o gaHHbIM HEKOTOPbLIX MCCreaoBaHUm
yacToTa OTBETOB Ha Aap0b3no3TWUH anbga HECKONbKO BbIE, YEM Ha

pudlO. C pgpyron CTOPOHbI, GOMBbLUIMHCTBO 3KCMEPTOB Moriaraert, 4To
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9KBMBASIEHTHblE [003bl pPasHbiX 3PUTPONOITMHOB 0ONagalT CXO4HOW
KNuHn4eckon agpPeKTUBHOCTBIO.

BepoATHOCTb OTBETa Ha KOMOMHMPOBAHHYK Tepanuio C MOMOLLbLIO
puAlMO n -KCO Bbiwe y NauMeHTOB C HU3KUM YPOBHEM 3HOOrEHHOro
aputponoatnHa (< 500 ME/Mn) u orpaHndyeHHonM NOTPeOHOCTbIO B
remoTpaHcy3nn (< 2 eaouvHUL SpUTPOUUTHOM Maccbl B Mecsaud). [lpu
Hann4nmn 2 HebnaronpuUATHbIX MPU3HAKOB BEPOSATHOCTbL OTBETA COCTaBMNSAET
7%, ogHoro — 23%, a npu ux oTcytcTeumn — 74%.

CnepnyeT nogyepkHyTb, YTO coveTaHHOe npumeHeHue pydllO u I-
KC® Hanbonee adppekTnBHO y BonbHbIX PAKC npu oTCcyTCTBMM OTBETa Ha
MOHOTEpanuio 3pUTPONOITUHOM.

MoHoTepanus [-KC® y 6onbHbix MOC He nposoaunTtcs (1).

HoBbiM 3Tanom B paspabotke wmeTtogoB nedenHus MOC crtano
TeCTUpoBaHWe npenaparos, CTUMYSIMPYOLWMX TPOMBOMN033 (POMUMNNOCTUM,
antpombonar). B 4aCTHOCTWH, ony6rnKoBaHbl pe3ynbTaThl
MHOIOLIEHTPOBOrO OTKPLITOr0 uccregoBaHnsa 1/2 dasbl, B KOTOpoM Obina
oueHeHa 3 eKTUBHOCTb U Be30NacCHOCTb POMUNIIOCTMMA Y NALUEHTOB C
MOC c TpombouuTOoneHnen mn3 rpynnbl HASKOrO UM NPOMEXYTOYHOro-1
pucka. CtabunbHOe MOBbIWEHNE KONM4yecTBa TPOMOOUMTOB COrfacHoO
Kputepmam IWG 2000 Obino gocturHyto y 46% 60nbHbIX. CBA3aHHbIE C
nevYeHnem OocnoxHeHust Habnoganuce y 11% naumeHToB. [uHamunyeckoe
nccnegoBaHne KOCTHOrO Mo3ra y 3Tux 60SibHbIX nokasano TPaH3UTOPHOe
yBenuyeHne konundectsa 6nactos y 9% naumeHToB, a B 5% npowusoLuna
TpaHcdopmauus 3abonesaHna B OMJ1 BO Bpemsi wuccrnegoBaHus.
MHuunnpoBaHHOe B nocneayowemM ABOMHOE crnernoe paHaoMuU3npoBaHHOE
nnauebo-koHTponmpyemoe nccriegosaHne 3 pasbl AnNs TOW e KaTeropum
nauyneHToB  ObINO  JOCPOYHO  OCT@HOBMEHO MO  coobBpaxeHUsM
6e3onacHoOCTM, KacallMMCs MOBLILWEHHOrO pucka TpaHcdopmMauun B
OMJ1.  Tekywme  KNMHMYECKME  UCCNedoBaHUS  HanpasfieHbl  Ha

TectnpoBaHue 3nTp0M6onara B Ka4dectBe MOHOTEepannMmn wuin B
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KOMOGUHaumax ¢ gpyrmmum  nekapctBamm y nauyueHtoB ¢ MOC c
TpombouuToneHnen unu BTopudHbiM OMIJI. CneayeT noavepkHyTb, 4YTO
MeXOyHapoaHOe MHOFOLEHTPOBOE UccnegoBaHWe MNo  MPUMEHEHUIO
rmnoMeTunupyLlero npenapata ¢ anbTpombonarom ©OblNo  3aKpbITO
BCNeACTBME 3HAYMMOro yBenunyeHus 4YacTtoTbl TpaHcdopmaumm B OMIJI.
Takum obpasom, MMeloLLMEeCH B HAcTosILEee BPEMS JaHHble HE NO3BOMSAOT
AaTb  Kakme-nmbo pekoMeHgauuu no  UCMNONb30OBaHMIO MpenapaToB
CTUMYnMpyoLWmnx Tpomobonoas npn MAC B noBceaHEBHOW NPaKTUKE.

Takum ob6pa3om, N0 MHEHUKD OKCNEPTHOro coobuiecTBa, NaumMeHTam
¢ MOC Huskoro u npomexytodHoro-1 pucka no IPSS, ¢ ymepeHHon wu
Tspkenon aHemmnen (remornobuH < 100 r/n), HA3KMM YPOBHEM 3HAOMEHHOIO
aputponoatnHa (< 500 ME/mMn) n/vnu c orpaHnMyYeHHOM MOTPEOHOCTbIO B
remoTpaHcy3unax (MeHee 2 eOuHUL 3PUTPOLMTHOM Maccbl B Mecsl)
cnegyeT HadMHaTb Tepanuio npenapatamu 3no3TuHa anbda unu 6eta B
HayanbHoU Ao3e 30-60 Tbicay ME B Hepento. B yenom, gokasaTtenbHas
Gas3a, kacawwasnca npumeHeHus npu MOC papb6anostnHa anbda,
yCTynaeT TakoBOW AN 3N03TUHa anbda unu 6eta B nnaHe Konuyecrtsa u
obbemMoB uccrnegoBaHuMda. Tem He MeHee, npegnofiaraeTcs, 4To
NCNonb30BaHMEe 3KBMBASIEHTHbLIX 403 3TOro rnpenapara CornoctaBUMO MO
KNHU4Yeckon 3MEKTMBHOCTM C TakOBOW 3No3TMHa anbda wunm beta

(pekomeHgauns yposHs D).

Tabnuua 12. PekoMmeHaauum no HasHadyeHuro 3CA

Mpwu otcyTcTBUN adphekTa*
CrapToBble A03bl yepes 6-8 Hegenb yaBanBaKT
Mpenapatbl
aputponoatuHoB (AO) po3y MO u/vnn pobaBnstoT I'-
KC® 300 MmKr B Hegento
AnoaTuH — 150 en./kr 3 pasa B Hegento — 300 ea./kr 3 pasa B Hegento
anba — 40000 eg. 1 pa3 B Hegento — 60000 ea. 1 pa3 B Hegento
AnoaTuH — 150 en./kr 3 pa3a B Hegento — 300 ea./kr 3 pasa B Hegento
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beta — 30000 ea. 1 pa3 B Hegento — 60000 ea. 1 pa3 B Hegento
Hap6anoatvH | — 150 mkr (2,25 mkr/kr) 1 pa3 B — 300 mkr (4,5 mkr/kr) 1 pas B
anbda Heoenwo Hedenwo

— 500 mkr (6,75 mkr/kr) 1 pas B 3 — [losy He yBenunumBaioT

Hegenu

MpumeyaHue:
*HeT noBbiweHusa ypoBHa Hb = 10 r/n w/wvunnm CHMXKEHUA 3aBUCMMOCTUM OT
reMoTpaHcdy3nn.

Mpu pocTuxkeHnn yenesoro ypoBHs Hb 120-130 r/n apuTpono3aTUHbI OTMEHSIIOT.
B cnyyae oTcyTCcTBMS OTBeTa Mocre MOBbIWEHUS [O03bl 3PUTPOMNO3TMHA  W/Unn
nobasnenna -KCP B TeueHne 6-8 Hegenb Tepanuio OCTaHaBNNBALOT.

5.7. UmmyHOMoOaynupyowme npenapartbl

Ha cerogHAWHMX OeHb OOCTYNHbl AaHHble psida NPOCMNEKTUBHLIX Y
PETPOCNEKTUBHbBIX HEPAHAOMU3NPOBAHHbIX KIMMHUYECKMUX UCCeaoBaHM Mo
npumMmeHeHno Tanngomuga ana nedvedma MOC. Ob6ocHoBaHneM Anst 3TUX
paboT NOCAY>XWUN aHTULUTOKUHOBBLIN M aHTMAHIMMOreHHbIn 3PdEKT 3TOro
npenapara Asns NoBblWEHUS 3(PPEKTUBHOCTM KPOBETBOPEHUSA. JleyeHune
TanMaoMuaom B KayeCTBe MOHOTepanuuM MNOMOINOo COKpPaTUTb UK aaxe
NOSTHOCTLIO MpPeKpaTUTb TpaHCAY3UM Y HEKOTOPOro Yucra naumeHToB, HO
BO3MOXHOCTU AONNTENbHOM Tepanuu OrpaHUYeHbl  HEBPOSIOrMYeCcKom
TOKCUYHOCTBHO.

JleHanugomug — MMMyHOMOZYNUPYIOLLMW areHT, npeacTaBnsowmm
cobon moagumcmumpoBaHHoe npou3BogHoe Tanuaomuaa. [lpenapar
obnapaet LUMPOKUM CNEKTPOM MMMYHOMOZLYITNPYIOLLEN,
NPOTUBOBOCMASIUTENLHOWN, LMTOCTaTUYECKOM n aHTNAHTMOreHHOoM
akTmBHocTten. [lpemmywiectBoM  neHanugoMuga  Hag  UCXOAHbIM
npenapaTtoMm SBNAeTCA OTCYTCTBME psda HexenaTenbHbIX SBreHUin

(Henmponatna, 3anopbl, ceaaTuBHbIn adpdekT). B xome npoBeneHna 2-x
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napannenbHbIX nccrnegosanum 2-n gassl MDS-002 n -003 6bina gokasaHa
BblCOKast appeKkTMBHOCTL NieHanuaomuaa y nauueHtos ¢ MOC c del(5q).
Mexaumusam pgencteua npenapata npu MOC o6bacHAeTca nNpsMbIM
UMTOCTAaTUYECKMM BO3LENCTBMEM HaA NATOSIOMMYECKUM KINOH KIEeTOK C
del(5g) v cTumynupyrwnM 3PEPEeKToM B OTHOLIEHUN HOPMasibHbIX
9PUTPOMOHBIX KNEeTOK KOCTHOro MO3ra.

B wuccnegoBaHne 2 dasbl MDS-003 6biio  BkAYeHO 148
TpaHCY3MOHHO3aBMCUMbIX MNauMeHToB (MOTpebHOCTb = 2 eauHuy,
apuTpoumnTHOM Macchl 3a 8 Hegenb) ¢ MAC HM3KOro U NPOMEXYTOYHOro-1
puUcka C U30SIMPOBAHHOM UM KOMOMHUPOBAHHOW C apyruMun abeppaunamm
del(5q). bonbHbIX paHooOMU3MpOBanNM B COOTHOWeEHMN 1:2 nony4vyaTtb OAMH
M3 OBYX BapuaHTOB HasHayeHunsa neHanungomuaa: 10 mr/geHb ¢ 1 no 21
JeHb Kaxable 28 gHen vnu 10 mr/geHb nocTtosiHHO. Hes3aBucumocTb OT
TpaHcy3mn Obina gokymeHTupoBaHa B 61 n 70% cnyyaes (p > 0,05).
MeanaHa BpeMeHu A0 OOCTUMXKEHUs oTBeTa coctasuna 4,6 (pasbpoc 1-49)
Hegenb. B napannenbHom uccnegosaHun MDS-002 6bino HabpaHo 214
naumeHToB ¢ MIOC cxogHbIX NO KpuTepusim BKoYeHusa, HO 6e3 del(5q).
Okasanocs, 4to B 25 n 27% cny4yaes (p > 0,05) B 3aBUCMMOCTM OT pexuma
Has3Ha4YeHna feHanugoMuaa v y aTux nauMeHToB TakKe yaanocb O4OCTUYb
TpaHCdy3NOHHON HE3AaBUCUMOCTW.

B 2011 r. Obinn onybnukoBaHbl (UHanNbHble pe3ynbTaThbl
KOHTponupyemoro wuccnegosaHus 3 @dasbl MDS-004 no oueHke
3PP EeKTMBHOCTM NeHanuaoMmmnaa y TpaHChy3MOHHO3aBMCUMbIX NaLMEHTOB
(n = 205) MAC Hunskoro pucka c del(5q). BornbHbIX paHgoMu3npoBann Ha
Tpwv rpynnbl: neHanuaomug 5 vnun 10 mr/cyTkn B gHn 1-21 kaxable 28 gHen,
nnbo nnauebo. HeszaBucUMoCTb OT TpaHcdy3uin Bbina JOKYMEHTMPOBaHa B
43, 56 n 6% cnyyaeB cooTBeTCcTBEHHO (p < 0,001 no cpaBHeEHWUO C
nnauebo). LintoreHetnyeckmin otBeT ObIn nonydeH y 25% (5 mr), 50% (10
Mr) U HM ogHoro 6onbHoro Ha nnauebo (p < 0,001 nNo cpaBHEHUWO C

nnaue6o). CaMbiMM YacTbiMU HexenaTesnbHbIMU SABMNeHUsAMU 3-4 CTeneHu
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Obinn HenTponenus (74, 75 n 15% cny4yaeB), TpomboumTonenus (33, 41 n
1,5%) n Tpombo3bl rnybokux BeH (1, 6 n 0%). MeguaHa BpemeHun O
TpaHcdopmauum B OMJ1 He Obina QOCTUrHyTa HM B OAHOW rpynne, a
MegnaHa OB He pasnunyanacb. KymynatueHbin puck passutus OMI1 B
rpynnax c neHanugommgom coctasun 16,8% 3a goea u 25,1% 3a Tpu roga
neveHnda. ABTOpbl NOAYEpPKMBAlOT, YTO HabpaHHasi KoropTa BKfOYana
NauneHToB C TPaHCKY3NOHHOMW  3aBUCUMOCTbIO, [AOMOSTHUTENBHBIMU
XPOMOCOMHbIMK aHomanusamu nommmo del(5q) n konuyectsom GRACTHLIX
KNeToKk B KOCTHOM mo3re o 10%, 4To genaeTt TpygHOW 3agayven OLEHKY
ckopoctn TpaHchopmaumm B OMJl. OAgHO3HAYHO nNUWb  MOXHO
yTBEpXJaTb, YTO HMKAKOro OYeBUAHOIO yBErMYEeHUs 4acToTbl Nporpeccun
Npyv UCNONb30BaHUKN NeHanuaomMuaa No CpaBHEHWUIO ¢ nrauebo oTMeveHo
He ObIno.

AHanuM3 nporHocTn4ecknx akTopoB MO O0ObEANHEHHbIM LaHHbIM
MDS-003 n -004 nossonun naeHTnuumpoBaTb B Ka4ecTBe NpeankTopoB
BGnaronpnAaTHOro oTBETA Ha Tepanuio NHULMAanNbHOE YMCNo TPOMBOLMTOB =
150,0 x 10%n (HR 2,5; p = 0,0008) 1 fo3y neHanugomuaa 10 mMr npoTms 5
mr (HR 1,1; p < 0,0001). HeratnBHOE NPOrHOCTMYECKOE 3HAYEHUEe UMenu
BblCOKasi CxoaHasi NnoTpedbHocTb B reMoTpaHcdy3usax (HR 0,8; p < 0,0001)
N HanMume AOONOMHUTENBbHBIX XPOMOCOMHbLIX abeppauun nommmo del(5q)
(HR 0,5: p =0,0197).

C nomouubto cekseHupoBaHua OHK B nonynauum naunentos ¢ MOC
HU3KOro pucka n msonumposaHHon del(5q) 6bina BbisiBNeHa MyTauus reHa
TP53, koTopad ob6bsicHAeT 6onee BbICOKMM PUCK TpaHcdopMauuu.
[MokasaHo, 4TO Oong KMeTok ¢ MyTaumen TP53, yBenuyusaeTcs nNo mepe
nporpeccupoBaHus 3abonesaHus. MyTpoBaHHbIN CYyOKITOH MOXET ObITb
HEeYyBCTBUTENbHbIM K OENCTBUIO NeHanuaoMmga v rnocTeneHHo MnosyunTb
CenekTMBHOE MPENMYyLLECTBO, JaBas Hadano peuuaveBy 3abonieBaHus

nocre KpaTKoBPEMEHHOW LUTOreHeTUYECKON PEMUCCUMN.
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Takum ob6pa3om, Ha OCHOBaHMN UMEKLLMXCA OaHHbIX, NeHanngomMmma
pekoMeHayeTcsa TpaHcdy3noHHo3aBncmbiM naumeHtam ¢ MOC c del(5q)
(MakcMmym c ogHon 6naronpusTHOM MOSIOMKOW) UMK yBENUYEHUA Yucna
BnacTHbIX KMEeTOK, M3 rpynnbl HAU3KOMO WM NPOMEXYTOYHOro-1 pucka no
IPSS, KoTOpble He ABNAKOTCA KaHOUnO4AaTaMm Ha Tepanuio 3pUTPONO3ITUHaAMU
unn He nonyyunu  adpdpekta oOT UX npumeHeHuda. JleHanngomug
Ha3Ha4vaetca B po3e 10 mr p.o. B 1-21 pgHW, Kaxable 28 [OHeN.
OnTumanbHas NpPOOOSMKUTENbHOCTL  Tepanun  fieHanMaoMnaoB  He
onpegeneHa, Ho, NO BCeW BUOUMOCTM, [OJMKHA OblTb oOrpaHuyeHa
BpeMeHeM O MOMEHTa Hayana nporpeccupoBaHus unu 24 mec. obuien
NPOAOIIKUTENBHOCTU  JIeYEeHUs B Cllydae COXpaHsKLlerocd oTBeTa.
HactoatenbHO  pekoMeHOyeTCsl  BKMAYEHME  3TUX  MauueHToB B
NPOCMNEKTUBHbLIE  PErnucTpbl C  UENbld  MakcumarnbHO  0006WNTL
WHpopMauuio, Kacawwytca 6e3onacHOCTM 3TOr0  MeToda  NedeHus
(pekomenpgaumns  ypoBHsa C). T[launeHtol c¢ del(5q) c¢ Aapyrmmu
AONOSTHUTENBHBIMU XPOMOCOMHbIMK aHOManuamu unu ¢ PAUB moryT 6bI1Tb
BKMNIOYEHbI KIMMHUYECKNE WUCMNbITaHUS WM MPOCMEKTUBHbIE PErncTpbl Mo
Tepanuu neHanngomMmaom (pekomeHgauuns yposHsi C).

B cBasn ¢ tem, 4to JleHanngomng B PP He 3apernctpumpoBaH C
nokasaHmamum ans oonbHbix MIOC, TO HasHadeHue ero Heobxoanmmo

OCYLLIECTBNATb MO peLUeHno Bpa4yeOHOM KOMUCCUMN.

5.8. AMmmyHOCynpeccuBHasa Tepanus

OnpegeneHHoe CXOACTBO  KMWMHUMYECKUX W MOPEOnornyeckmx
nposiBneHnn runonnactundecknx opm MAC n annactuyeckon aHemuu, a
Takxke KNUHM4Yeckune HabnoaeHus, KacatoLimecs apdekTa
MMMYHOCYNPECCUBHOINO BO3AENCTBUS Y OTAENbHbIX OONbHLIX, Nernu B
OCHOBY TECTUPOBaHMUA aHTUTMMouMTapHoro rnobynuHa (ATI) B kayecTBe

MeTofa Tepanuu B OBYX uccriegosaHma 2 n 3-u as. o o6begMHEHHbIM
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AaHHbIM  3TUX NPOEKTOB oOTBeTUNM Ha Tepanuio 30% 6onbHbIX C
KOSIN4eCTBOM ONacTHbIX KNETOK B KOCTHOM Mo3re meHee 5%. B cutyauum
PAKC unn PAVB BepoaTHOCTb oTBeTa He3HauuTernbHa. B kOHe4YHOM cyerTe,
Bo3pacT MeHee 60 net, rpynna Hu3koro pucka no IPSS, rmnoknetoyHas
MOpP(Oorma KOCTHOro Moara, Hebonblon nepuon npealecTsyoLemn
TpaHcy3noHHoM Tepanum u  akcnpeceuss HLA-DR15  gasnswoTcs
dakTOopamMm BEPOATHOrO OTBETA HA MMMYyHOocynpeccuBHyto Tepanuto (UCT).
Haunydwmne pesynbtatbl gaeT KomOuHMpoBaHHas Tepanua ATL un
yuknocrnopuHom A. B peTpocnektmBHoM uccnegoBaHum IMRAW 6bi1o
nokasaHo, 4YTO UMMYyHOCynpeccuBHasa Tepanusa (kak kombuHauma ATI u
UukrocnopuHa A, Tak M MoHoTepanusa nwbbiM M3 3TUX NpenapaTos)
ynyywaet OB un BblknBaeMocTb ©e3 nporpeccupoBaHns MO CPaBHEHUIO C
MOJernblo, KOorga peanuayeTcsl TONbKO ajekBaTHasi conpoBoauTerbHad
Tepanu4.

B Apyrom HeJaBHO ony6rnMKkoBaHHOM NPOCNEKTUBHOM
paH4OMU3NPOBAHHOM MHOMOLIEHTPOBOM wuccrnegoBaHum 3-1 asbl 6bino
BbINOMMHEHO  CpaBHEHMEe  apdekTnBHOCTM  kKOMOBUHaumm ATl n
uuknocrnopuHa A (LUCA) ¢ apgekBaTHOW CONpOBOAUTENBHOW Tepanuen y
nayneHToB ¢ MAC npenmMyLeCTBEHHO HU3KOro 1 NPOMEXYTOYHOro-1 pucka
no IPSS (74%). OgHUM K13 KPpUTEPUEB BKIKOYEHUA B MPOTOKOS 6bIIo
Hanu4ne 3aBUCUMOCTM OT TPaHCy3nn 3pUTPOLUUTOB MU TPOMOOUMTOB,
n/vinn Tskenas HentponeHnsa. Copok NsaATb NauneHTOB NONyYnnvM Tepanuio
nowaguHeliMm ATl B TedeHue 5 gHen N LUMKIocnopuH A BHYTPb B TeYyeHune
180 gHen, a apyrve 43 — agekBaTHYKO COMNPOBOAUTENBLHYIO Tepanuio.
Uactota remaTtonorMyeckmx OTBETOB Oblna 3Ha4YMMo Bbllle Ha
WMMYHOCYNPECCUBHOW Tepanuu, YeM Ha afeKBaTHOM COMpoOBOAUTESNbHOM
Tepanun. B MHOrotakTtopHoM MOOenn BEPOSITHOCTb OTBETa B TeYEHMEe 6
MeC. Tepanuu B 3HA4YUTENbHOM CTEMNeHu 3aBucena oT ¢akTta runonnasum
KOCTHOro mo3sra. YacTtota cepbe3HbIX HeXernaTtesibHbIX SIBIEHUN, BKoYas

KPOBOTEYEHUsl, KapAauarnbHble COObITUS,  CbIBOPOTOYHYHO  6GonesHb,
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TPOMBO3bl N Taxenble MHpeKkunn, bbina 3HaAYUTENBHO Bbile B rpynne
nMMyHocyrnpeccuBHon Tepanuu. o nokasatensm OB n BbiXnBaemocTu
6e3 TpaHcopmaumm B OMIJ1 HMKaKMX pasnuuMin  Mexay rpynnamu
oOHapyeHO He 6bIno. Bo3MOXHO 3TO CBSA3aHO C AU3alHOM MUCCreoBaHuUs
NMOCKONbKY MauueHTam Obin paspewéH nepexonq B rpynny ATl n
uUukrocnopuHa A B cryyae nporpeccun 3aboneBaHus wnuM B Crlyyae
OTCYTCTBUSA OTBETA Nnocrie 6 Mec. neyeHus.

B nccneposaHne 'ematonornyeckoro Hay4yHoro ueHtpa MuH3gpasa
Poccun 6bino BknoyeHo 52 naumeHTa ¢ pasHbIMUM MOPEONOrnYecKkumMm
BapuaHtamm MIAC, koTopbIM NpoBoAMSIaCb MOHOTEpPANUs LNMKITOCMOPUHOM
A B pose 5 mr/kr BHyTpb. Obwasn appeKkTMBHOCTL Tepanuu coctasmna 56 u
55% (nepBasa 1 BTOpasi IMHUK), a NONHON pemuccumn gocturinm 19 n 20%
naumeHToB cooTBeTcTBEHHO. OB BbPKMBAEMOCTb JOCTOBEPHO 3aBucena oT
Konuyectsa 6M1acTHbIX KNETOK B KOCTHOM Moa3re (< 5% npoTtus > 5%; p =
0,0009), KNeToO4YHOCTN KOCTHOro Mo3ra (rmnonnasusi, odaroBasi rmMnonnasus
npotus runepnnasuu; p = 0,03), Hannune o4aroBOW MONUKITOHASTLHOM
nmmconaHon uHUNbTpauum B KOCTHOM wMo3re (p = 0,01) wu
uuToreHeTnyecknx abeppaumm (p = 0,001).

Takum obpa3om, Ha OCHOBE UMEKLLMXCA AaHHbIX, KOMOUHMPOBAHHYO
NCT ¢ nomowbto AT 1 opanbHOro npuema uuknocrnopmHa A B Te4eHue 6
MecC. crnefyeT paccMmaTpuBaTb B Ka4yecTBe Bblbopa Ans naumMeHToB MOSoXe
60-65neT, ¢ KoNM4ecTBOM BrIACTHLIX KNEeTOK B KOCTHOM Mo3re MeHee 5%,
HOpMarbHbIM  KapuOTUMNOM mnam - Tpucommen 8 - XPOMOCOMBI,
reMoTpaHCdy3nOHHON 3aBUCUMOCTbIO MeHee 2 feT, KOTopble He SBNATCH
KaHOugaTamMuM Ha Jied4eHne pocToBbIMM  pakTopaMu, WnuM  Tepanus
KOTOpbIMM OKasdanacb HeadpdektmBHon, ¢ reHoturnom HLA-DRI15,
MUHUManbHbIM [NHI-kNnoHoMm (pekomeHpauus yposHsa A). Ha ocHoBaHuum
onbiTa Poccuncknx uccnegoBaTenbCkUX LEHTPOB  NpeacTaBnseTcs

BO3MOXHbIM pekoMeHOoBaTb rnposeageHne MoHoTepanmn LUMKITOCMOPUHOM
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A Oona ToM Ke KaTteropuuM nauuMeHToB, a TaK Xe naumeHtam C
BnaronpusiTHLIMWU BapuaHTaMn KapuoTtuna n Tpucommen 8.

MpoeeaeHne NCT 6onbHbiM MOC MOXeT HaunMHaTbCA C Ha3HaYeHUs
umkriocnopnHa A. llpn ero HeaddekTMBHOCTM B TeyeHume 3-6 Mec.
uenecoobpasHo npoBedeHMe Kypca aHTUTMMoumTapHoro rrnobynuHa B
nose 20 mr/kr/cyT B gHU 1-5 B BUAe ANuTEnbHOM BHYTPUBEHHOW UHADY3UN C
nocneaylowmmMm Bo3oOHOBMEHNEM npuemMa uuknocnopuHa A. BO3MOXHbIM
BapMaHTOM JlIe4YeHUs SBNAeTCs Havyano Tepanuu ¢ BBeaeHnsa ATl B Tex xe
[o3ax C nocneaylowmm HasHayveHnem uumkrocrnopuHa A. lpu oTcyTcTBUM
apdekta oT kKoMmOUHUpoBaHHoM UCT B TeveHne 6-9 mec. U OTCYyTCTBUM
nporpeccun 3aboneBaHuMsi B BuOE YBENUYEHMss OMNAcTHbIX KNEeTOK U
NosiBfieHMe HOBbIX LUTOreHEeTUYECKUX U3MEHEHUN, BO3MOXHO BbIMOSTHEHNE
CMSIEHOKTOMUU NI NOBTOPHOro Kypca ATT .

Ob6Lwan AnuMTenbLHOCTb Tepanun Ans NaunmeHToB, OTBETMBLUMX Ha
UMKAocnopuH A, OOMMKHa COCTaBnsATb HE MeHee 24 Mec. (pekomeHaauums
ypoBHsi C). MIMMmyHOcynpeccuBHas Tepanusi Hanbonee onpaBgaHa npwu
rMMNOKNETOYHOM MOPAIONOrMmM KOCTHOro mMoara (pekomeHgaums yposHsi C).
Nmetowmeca Ha cerogHAWHUA MOMEHT [oKa3aTenbCTBa He MNO3BOMST
peKkoMeHOoBaTb KaKyl-nnbo noaaepKMBatolLyo Tepanuio nauuMeHTam,

oTBETUBLLUUM Ha KOM6MHMpOBaHHyI-O MMMYHOCYTNPECCUBHYIO Teparinio.

5.9. CnneH3kKTOoMMA

CnneHaktomus y 6onbHbix MAC B cTpaHax EC npumeHnsieTcsa peako,
B OCHOBHOM Yy ©0nbHbIX ¢ rnybokon TpombouunTtoneHnen. B PP HakonneH
ONbIT BbINOMIHEHUS cnieHakToMun y 33 BonbHbIXx MOC. Yawe onepauus
npoBoAunachb npu rmnokneToyHon MopdonorMnm KOCcTHoro mosra (75%). B
16 (48%) cnyyasx OO CMMEH3KTOMMM MpPoBOAMSIaCb KOMOMHMpOBaHHAA
nMMyHocynpeccuBHass Tepanus. B 6 (18%) cnyydasx OOKYMEHTUPOBAHO

yBenmyeHne pasmepoB ceneseHkn 6ornee 15 x 8 cm. Kak adpdpekt ot
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npoBeaeHust cnneHakTtomum y 16 (48%) naunmeHToOB OTMEYEHO CHUXKEHME
3aBMCUMOCTU OT remMoTpaHcy3ni.

Y 6onbHbix MAC ¢ runonnasuen kposetBopeHus (PA/PAKC/PLIML)
N3 rpynnbl HU3KOro N NPOMEXYTOYHOro-1 pucka B Bo3pacte ctapwe 50 net
CMMIEH3KTOMUA MOXeT ObITb BKNKOYEHA B MfaH  gUarHOCTUYECKUX
MEPONPUATUA  ONS  UCKIIYEeHUS BTOPUYHONO Xapakrtepa runonnasuu
KOCTHOrO MO3ra: XPOHWYECKMW aKTUBHbIA renaTuT, NuMdoma ceneseHku.
Mpn wncknoYeHun pf[pyron natonormm 60nbHbIM € NOATBEPXKOEHHbLIM
anarHosoMm MIOC HaumHalT MMMYHOCYMNPECCUBHYIO TEpanuio C MOMOLLbHO
uyuknocrnopuHa A (LICA). CnneHakToMuUIo BKNKOYAOT B NporpamMmmy rieqyeHuns
6onbHbix MAC c rmnonnasnen KpoBETBOPEHMs B f0OOM Bo3pacTte, ecnu
kombuHupoBaHHas WCT (LUCA+ATI) HeadhdekTMBHaA M HET NpU3HAKOB
nporpeccun MAC (nosblweHne npoueHTa 6MacTHbIX KMeTOoK, NoBblIeHWe
KNEeTOYHOCTM KOCTHOMO MO3ra W MNOSABEHNE HOBbIX LINTOreHeTUYEeCKMX
aHomanun) (gokasatenibHOCTb KaTeropmmn C). CnneHaKTOMUIO KenaTenbHO

BbIMNOJTHATL JNanapoCcKonnM4eCknmMm gOCTYrMOM.

5.10. TpaHcy3us IpuTPOLMTOB U XernaTopHasi Tepanus

[laHHble 0 NoKa3aHMsX K UCMONb30BaHUIO TPaHCKY3Mn SPUTPOLIMTOB
npu MOC  HOCAT  OrpaHMYEHHbIn  Xapaktep. 3aBUCUMOCTb  OT
3aMeCTUTENbHON Tepanuu 3PUTPOLUMTHOM Maccon y OBonbHbix MOC
accoummpyeTcs ¢ NSIOXMM NPOrHO30M U, Kak npaBuno, obbacHaeTca bonee
arpeccmMBHbIM XapakTepoM TedeHusa 60ne3Hn, COBCTBEHHO TSHKESOn
aHemMuen W TOKCUYHOCTbID, CBA3AHHOW C TpaHChy3namu. YpPOoBeEHb
remorfiobuHa Hwxke 90 r/n gna mMyxymH n 80 r/n AN XeHWWH sBnsaeTcd
He3aBUCMMbIM (PaKTOpPOM MpPOrHo3a, cBs3aHHbIM C cokpawleHnem OB wu
BbICOKMM PUCKOM dpaTasibHbIX CepaeYvyHO-COCYAUCTbIX OCroXHeHun. B
OAHOM HedaBHO Ony6rIMKOBaHHOM NPOCMNEKTMBHOM UccnegosaHun 2 ¢asbl

ObiNo nokasano, 4YTO TpaHCcy3NMOHHas TaKTMKa, HanpaBneHHass Ha

87



nogaepxaHue ypoBHs1 remorniobuHa B npegenax 120 r/n okasbiBana Takom
Xe NOoNnoXUTenbHbin 3PMEKT Ha KAYEeCTBO KM3HU, KaK U NeyeHue
npenapatamMn, CTUMYJSTMPYIOWMMU SPUTPONOI3.

Takum obpasom, uUefib 3aMeCTUTENbHOM Tepanun 3pPUTPOLUTHON
Maccom 3akfvaeTcss B KOMMEHCUPOBAHMW  CMMMTOMOB  aHEMUMU,
CBA3aHHbIX C WWEMUYECKAM TMOBPEXOEHMEM OpPraHoB W yryduweHue
KayecTBa XM3HWU. HUKaKOM KOHKPETHbI YPOBEHb reMorriobuHa He MOXeT
ObiTb pekomMeHOoBaH B KadecTBe MOPOroBOro W  onpeaensitollero
nokasaHusi K TpaHCy3MOHHOMN noaaepxke. PeweHne crnegyeT npuHMMaThb
Ha OCHOBAHUM MMEKLUNXCA Yy NaumeHTa CUMMTOMOB M COMYTCTBYIOLUMX
3aboneBaHnn. dopmanusys  BbllUECKA3aHHOE MOXHO, B obulem,
pekomMeHaoBaTb TpaHCy3Mn 3PUTPOLUTHOM MacCbl BCEM MaUMEHTaM C
nageHnemMm remornobmHa Hwke 80 /M U ¢ KINMHUYECKMMU CUMNTOMaMMU
yMEpeHHON aHeMumn (pekomeHpgaums ypoBHA D). TpaHcdy3mm QOHOPCKMX
9pPUTPOLMUTOB HeobXoaMMO NPOBOAUTL C Yy4eToM deHoTuna no pesyc-
drakTopa.

Y naumeHToB, KOTOPbIM pPEryfispHO MNpoBOAATCA TpaHCdy3uu
9PUTPOLMUTHON MacCbl HEU3MEHHO pas3BMBATLCHA BTOPUYHAsS Meperpyska
xenesom. LlenbHas kpoBb cogepxut okorno 0,47 mr/mn xenesa, B TO
BpEMA KaK YUCTble 3pUTPOLMTHblE B3BECU He MeHee 1,16 wmr/mn.
[MonyyaeTtcs, 4YTo ogHa eanHULA SPUTPOLIUTHOM Macchbl cogepxut oT 200
no 250 wmr >xenesa, a neperpyska MoXeT BO3HUKHYTb Yyxe nocne 20-25
nepenvBaHun. BTOpWYHBLIM remMocuaepo3 BHYTPEHHUX OpraHoB W
3aBUCUMOCTb OT TPaHCPY3NOHHOW NOAAEPXKKA OTHETIIMBO KOPPENUPYIOT C
OrpaHM4YeHHON BbIKXMBAEMOCTbIO. [10 eBponenckMmM gaHHbIM, Kacarowmmcs
cyabbbl noytm 3 Toic. naumeHtoB ¢ MAC, meamaHa OB ©GOSfbHbIX C
NCXOOHOW 3aBUCMMOCTbKD OT TpaHcdy3mnm coctaBuna 19 wmec., npu
BO3HMKHOBEHNN 3aBMCMMOCTU B MpoLecce 3Bosntouun 3abonesaHms — 60
MecC., B TO BPeMS Kak, Y BOnbHbIX KOTOpPbIM OHa He Tpebosanacbk — 96 mec.

(p < 0,0001). KocBeHHbIM BUOXMMUYECKUM MapKeEPOM NepPErpy3Ku XKenesom
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YCIOBHO MNPUHATO CYUTaTb MOBbIWEHUE YPOBHS )eppuUTMHa CbIBOPOTKM
KpoBun 6ornee 1000 Hr/mn. [lpeBbllleHMe 3TOro mnopora OTYETNIMBO
kKoppenupyeT ¢ orpaHudeHHon OB (HR 52,4; p < 0,0001) 1 NoOBbILWEHHBLIM
puckom TpaHcgopmaumm B OMJ1 (HR 6,6; p < 0,0001).

Mo gaHHBIM KUccnefoBaHWA ayTOMNCUMHONO MaTepuana Hawnbonee
BbICOKMA YPOBEHb OTMOXEHUA Xefiesa Yy TpaHCdy3MOHHO3aBUCUMbIX
nayneHtoB ¢ MAC obHapyxuBanca B TkaHsX cepfua, NeYyeHu U opraHos
9HOOKPUHHOM cuctemsbl. 10 AaHHBbIM MPWKU3HEHHOW OLIEHKM C MOMOLLbIO
MPT (pexum T2*) B 605nbLIOM NpoLEHTE CriyYaeB BbISIBNSETCS NopaxeHune
nevyeHn, B TO BpeMSA KaK OTIMIOXEHUA Xernesa B cepAue Busyanunanmpyetcd
pedKko M TOMbKO Yy MauueHTOB C OYEeHb MHTEHCUBHOW TpaHCAY3NOHHOW
Harpyskon. [lo  gaHHbIM  aMepuKaHCKMX  aBTOPOB, BEPOATHOCTb
BO3HMKHOBEHUNSA CepaeyHO-COCYAUCTbIX OCITIOXHEeHUN y BonbHbix ¢ MAC,
3aBMCUMBbIX OT TpaHCcdys3un Bbilwe B 1,2 pasa, 4eM y Hes3aBUCUMbIX (P =
0,002) n no4tn B 2 pasa Bbllle, YeM y nuy, He ctpagarowmnx MAC (p <
0,001). Puck passutusa caxapHoro avabeta Bbiwe B 1,2 (p = 0,02) n 1,5
pa3a (p = 0,0001) coOTBETCTBEHHO.

Ona npodunaktukm M neyvyeHnss BTOPUYHOrO remoxpomarosa Yy
naynweHtos ¢ MAC, nonyyawowmx remMoTpaHCcdys3nn, MNPUMEHSIOTCS
npenapaTbl, BblBOAALLME N3BLITOK Xernesa — xenatopsbl xenesa. B Poccun
3aperncTpupoBaHbl 4S9 KIMMHUYECKOro NpUMEHEHNa OBa npernapaTta 9Tou
rpynnbl — gedepokcamuH (Jecdepan) n gedepasnpokc (dkcnoxan).

CywectByeT pgag uccnegoBaHuMW, KoTopble OblnNuM  NOCBSALLEHDbI
MCNONb30BaHMIO XenaTopoBs xenesa y 6onbHbix MOC ¢ 3aBUCMMOCTbIO OT
TpaHcdy3um SpUTPOLUTHOM Macchbl, NPOOEMOHCTPUPOBABLLMX
3ppekTnBHOCTL 3TOrO Noaxoda. B yacTtHocTn, B OAHOM M3 UCCregoBaHUN
6bINI0 NoKa3aHo, YTO Yy 3HaYUTENbHON YacTn 6onbHbIX MOC, nonyyaBwmnx
AedepokcamMuH B BUAE HENpPepbIBHbIN 12-4acoBon NMHY3UK, Mponcxoanno
a(pekTMBHOE WUCTOLLEHNS 3anacoB xene3a. B agpyrom Hebornbliom

pPaHOOMU3NPOBAHHOM WCCMEeNoBaHUM BBeAeHMe npernapaTta C MOMOLLbH
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BOMCHBIX MHBbEKLUMI [Ba pasa B CYTKM NPOLAEMOHCTPUPOBASIO CXOOHYHO
9P eKTMBHOCTL C 12-4acoBoOW HENPEPbLIBHOW MHY3NEN.

Hedepasmpokc 6bin  NpeaniokeH B KadecTBe arnbTepHaTuBbI
aedepokcamuHy, B KadectBe 6ornee ygobHoM AOna NpuUMeHeHUd
TabneTupoBaHHON dopMbl. B NPOCNEeKTUBHOM ncecrnegoBaHuu,
Bkntovaswem 341 naumeHta ¢ MAC, 66110 nokasano 3Ha4YMMOE CHUXEHUE
deppnTUHa B CbIBOPOTKE U Xernesa nnasmMbl No CPaBHEHUIO C UCXOOHbLIMU
3HayeHuaMn. OCHOBHbIMM MOBOYHBIMK 3dhbhekTamm npenapata Obiu
avapesi, opyrme XenyaodHo-KuweYyHble pacCTpoOnCcTBa M KOXHas Cbinb. B
yeTBEPTU CIydaeB WMeESI0 MeCTO MOBbIWEHNE YPOBHSA KpeaTUHWUHaA
CbIBOPOTKM, YTO NoTpeboBano cHmxeHna o3bl y 10% 6onbHbIX. B gpyrom
nccnegoBaHnn  ObINO  MOKasaHo, 4YTO MNpUMeHeHue adedyepasnpokca,
BO3MOXHO,  accouuupyetca C  YyryudlWeHnem remMaTosiormM4eckmx
nokasatenen y 4actu naumeHtoB. OTBETbl CO CTOPOHbI 3PUTPOUAHOrO,
MerakapuvoumTapHoro u rpaHynounTapHoro poctkoB Habnwganucs B 21,
13 n 22% cny4yaes. B 2012 rogy 6biiv onybnuMkoBaHbl AaHHblE
MHOIOLEHTPOBOro 3-fieTHero OTKPbLITOro NPOCMEKTUBHOIO UccreaoBaHua 2
da3bl Mo oueHke 6GesonacHoCTM U aPdeKTMBHOCTM Oedepasmpokca y
6onbHbix MOC HM3KOro unu npomexyTodHoro-1 pucka. B uccnegosaHue
BKIMOYaNUCb NauneHTbl, KOTopble Menn ypoBeHb oepputnHa = 1000 mr/n,
nonyuinn 20 unn 6onee eauHUL, 3PUTPOLMTHOM MaccCbl M COXPaHSANN
notpebHoCTb B nepenvBaHun KpoBu. MeamaHa ypoBHS deppuUTuHa
CHM3unacb Ha 23% no cpaBHEHWUID C UCXOAHbIM 3HA4YeHMEM B TedeHue
nepBoro roga neyexHus, Ha 36,7% nocne aByx n Ha 36,5% nocre Tpex ner.
CHmwxeHue KoHUeHTpauuu deppuTvHa KoppenupoBarno C YryyleHuem
nevyeHOYHbIX BUOXNMUYECKUX TECTOB.

Mpegnonaraetcs, 4YTO HaMbBONbLWWNA BbLIUMPLILW OT MNPUMEHEHUS
XenaTtopHOM Tepanuu nony4yarT TpaHCY3MOHHO3aBUCUMbIE MauUNEHTbl C
MOC Hu3koro v NpomMexxyToyHoro-1 pucka. [ns aTon kateropum BGOMbHbIX

XapakTepHa OTHOCUTENbHO Oonbluas NPOAOIKUTENBHOCTL NPEeaCcTOosILLEN
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XU3HN N NO3TOMY MOXET peanusoBaTbca 3deKkT JaHHOM Tepanun B BUAE
ynydweHun OB. YkasaHHbIn 3deKkT npaBga mnokasaH TOMbKO B
pPEeTPOCNEKTMBHbLIX UCcregoBaHnax. B yacTHocTn, B paboTe KaHagCKMX
aBTOPOB, OLEHMBLUMX 3(PPEKTUBHOCTbL XenaTopHOM naumeHToB y 178
nauMeHToB C pasnunyHbiMM Mopdonorudeckumm BapuaHtamm MOC. Ong
nauyneHtoB ¢ MOC HW3KOro M NPOMEXYTOYHOro-1 pucka, Kotopble Obinu
nponeYveHbl xenatopamu xenesa megmanHa OB He Obina gocturHyTa (+160
MEC.), Toraa Kak ansi He nosnydvaswunx oHa coctasuna 40,1 mec. (p < 0,03).
B cxogHOM no Ams3anHy W XapakTepUCTUKaM BKIHOYEHHbIX OONbHbIX
dopaHLy3CKOM NPOTOKOSe BbiUrpbilw B MegmaHe OB coctasun 115 npoTtus
51 mec. (p < 0,001). lNpumeHeHNe XenaTopoB Xefiesa y NaumeHToB C
NPOABUHYTbIMM BapnaHTamm MOC n npegnonaraemomn
NPOAOIKNTENBHOCTLID XU3HUW MeHee 1 roga, No Bcen BUOMMOCTU, He
ornpasgaHo.

Takum obpasom, Tepanuiw xenatopamu xenesa cregyet
paccmaTpuBaTtb B Ka4yecTse HeobxoaMmon onumm
TpaHcdy3noHHO3aBuCUMbIM nauneHtam ¢ MOC ¢ mopdonornyeckumm
BapuaHtamn PA, PAKC, PUMI v 5g-cuHapom. YposeHb deppuTmHa
CbIBOPOTKW NMpu 3TOM AosmkeH 6biTb 6onee 1000-1500 Hr/Mn, ¢ TeEHAEHUMEN
K yBENUYeHuto, 4To Habnwgaetcs npuMepHo nocre TpaHcdysum 20-25
eVHUL, 3pUTPOLMTHOM Macchbl (pekomeHgauus yposHs D). Heobxogmmo
OTMETUTb, YTO YPOBEHb (heppuTMHa Heobxoaumo onpenenntb B AebioTte
3aboneBaHus M oTcnexumBatb B OMHaMMUKe. NccnepoBaHue
dEePPOKNHETMKM NPOBOAUTCA He paHee, 4eM 4epe3 14 pHen nocne
nocriegHen TpaHCcdy3snumM OOHOPCKUX IPUTPOUUTOB, BHE WMHAIEKLMOHHOrO
annsoga. bonbHeiM ¢ MIOC, KoTopble SBAAKTCA MOTEHUMANbHLIMK
KaHaungatamu Ha anno-TI CK, Takke pekoMmeHayeTcs NnpoBeaeHne Tepanum
xenatopamm Xernesa OO0 Hayana pexumma  KOHOAULMOHUPOBAHUS

(pekomenpaumsa ypoBHa D). lNpu BbIOOpe npenapaTta ONA KOHKPETHOro
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nauneHTa, Kak rnpasumio, OpuUeEHTUPYOTCA Ha y,EI,O6CTBO ero rMpuMeHeHnAa "
co4eTaemMoCTb C ApyrmMmn Bungamm nevyeHumsa.

PekomeHaoyemas HadanbHaga nosa aedepasunpokca cocrasnget 20

MI/KI/CYTKW, a Npu BblpaXKeHHOW neperpyske xenesom 30 mr/kr/cyTku. [Joay

npenaparta oKpyrngaT Ao 6nn3koro pasmepa uenom tabnetku (125, 250 um

500 wmr). MNpenapaT pacTBOpPAOT B BOAE WU anenbCUMHOBOM (165104HOM)
COKe W npuHUMarT yTpom 3a 30 MuH. o egbl. KoHTponb 3a
9(PPEKTMBHOCTLIO  XenaTopHOM  Tepanun  MNPOBOAAT  €XeMeCAYHO
OPUEHTUPYSACb Ha YypoBeHb epputuHa B KpoBW. [lo3a npenaparta

nepecymnTbiBaeTCs Kaxable 3-6 mec.
5.11. TpaHcdy3usa TpomboLUTOB

YpoBeHb TpomMbouuToB, npu KOoTopoM Yy 6onbHbix MIOC BO3HMKalOT
remMopparmyeckme OCIIOKHEHUSI 4YeTKO He onpedeneH u BapbupyeT oOT
nauMeHTa K nayueHty. Mmerowmneca gaHHble O nokasaHusxX K TpaHcy3um
TpombouuntoB npu MIAC kpanHe orpaHNYeHbI.

Mpodunaktnyeckaa TpaHcdy3nsa TPoMOOUMTOB pPEKOMEHAOYeTCs
naumeHTam C ypoBHEM TPOMGBOLMTOB Huxke 10,0 x 10%n unu npu yposHe
Hwke 20,0 x 10%n npu Hanuyum nboro dpakTopa pucka Onst pasBuUTUS
KpoBOTeYeHus (nnxopagka, UHdekums, BbiCTpoe CHuxXeHue TpomMOoLnToB,
WHBa3MBHble npoueaypbl), MOpU  ycnoBuu, 4YTOo TpomMbounToneHnd
npuxopdwada. MHoroneTHass TpoOMOOUMTONEHUS He  Hy)Xgaetcsa B
perynapHbIx NPOoUIaKTUYECKNX TpaHcy3unsx TpomboLmMTOB

(pekomeHOaunsa ypoBHs D).

3akn4veHue

OKCNepTHLIN COBET €ANHOAYLLIHO CYMTaeT, yYTo reteporeHHocTs MZC,
KaKk pasHOpPOOHO rpynnbl KIOHasnbHbIX 3aboneBaHUn CUCTEMbl KPOBMW,
yKasblBaeT Ha HeobXoOQMMOCTb WCMONb30BaHUA pPUCK-aganTUPOBaHHbIX

cTpaTerym tepanuu (TepanesTUYecKMe anropuTMbl, OCHOBaHHble Ha IPSS
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npuBedeHbl B pucyHkax 1-3). ToyHas oueHka pucka TpebyeT OLEHKM He
TONbKO PaKTOPOB, CBA3aHHbLIX C 60MNe3Hbl, HO U TeX, KOTOpblEe KacalTcs
HeremaTtosiorm4yeckomn CONyTCTBYOLLEN naTonorun. OueHka
WHOUBMAOYANbHONO pUCKa MO3BOMSAET BbIABUTb MNAUMEHTOB C  MJIOXUM
NPOrHO30M, ABMNSAKLUMXCA KaHAuAaTaMn Ha WMHTEHCUBHYKO Tepanuio “up-
front”. Y nayueHToB U3 rpynnbl HU3KOMO PUCKa, KOTOPbIM BO3MOXHO
npoBegeHne NHTEHCUBHOM Tepanuu, pUcK MHBanuausaunmm m CMepPTHOCTHU
CBSI3aHHOW C Jle4EeHMEM MOXET OblTb OYEeHb BbLICOKMM, B 3TOM Cliyvae
nepeHoC Hadana Tepanunm MOXET npuBecTM K Oonee AnUTENbHOM
NPOAOIMKUTENBHOCTU XU3HW. TemM He MeHee, 3TU cTpaTernn AOOSMKHbI
obcyxgaTtbCsi B MOMEHT YCTAHOBMEHUA AuarHosa, a TlaTernbHoe
HabnogeHne K1 onTMManbHad  Tepanun  UUTOMEHMA  SBNSOTCA
obsaszarenbHbIMM ONS NPeaoTBPALLEHMSA OCITIOXKHEHUA WU NPOrpeccun,
KOTOpble B CBOK oO4yepedb MOryT T[puUBECTU K OrpaHUYeHuo B
WHTEHCMBHOCTW NEYEHUS.

Bonbwasa 4acte 6onbHbix MOC He nogxoosat And nNpoBeAEeHUs
Tepanun no3BONAWEN UM OOCTUYb BMONOrnM4Yeckoro M3nevYeHus ms3-3a
NOXWUNOro BoO3pacta W/unu CconyTCTBYIOLWKMX 3aboneBaHUn KU MNIOXOro
comatmyeckoro crtaTtyca. Y 9aTmx O6onbHbIX, Tepanusa HarnpasfeHa Ha
npegoTBpalleHne OCIOXHEHUN, CBS3AHHbIX C uuToneHnen (oObl4HO 3TO
aHeMUSs1) U COXpPaHEHUS KadecTBa XU3HW.

B OTHOLLEHUN HOBbIX npenapaTos, KOTopble TOSIbKO
paspabaTbiBaloTCca, M AN KOTOPbIX HET AO0CTaTOYHOW AoKasaTenbHOoM
6a3bl, TO pekoMeHOoBaTb MX PYTMHHOE WCMONb30BaHME B HaCTOsLLEe
BpeMs He npeacraBndeTcsa BO3MOXHbIM. HacToAaTenbHO pekomeHayeTcA
BKJTIOMEHME NAUMEHTOB B KIWMHUYECKME WCMNbITAHUS C LESiblo NOonyyvnTb
MakcumaribHO  BO3MOXHYK  MHdopmauuio o  6esonacHoCcTM w
9 (PEKTUBHOCTU HOBbIX METOAOB feyeHusi. BknioyeHue naunmeHToB B
HauMOHarnbHble N MeXAyHapoaHble PerucTpbl Takke pekoMeHayeTcsa Ons

4TOObI NONy4nTb BONEee TouHble AaHHble O 3aboneBaHUM U O CTpaTernsax
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Tepanumun, KoTopble MOryT HanTu cBoe npMuMmeHeHne B KakOoOHEBHOM
KIMMHUYECKON npaktmke wn YCTaHOBUTb ONTUMalibHble paMKn O5d

Buonornyeckux n gpyrnx nccnegosanum B oébnactn MAcC.

Cnucok pekomeHayeMomn nuTepaTtypbl:

1. KoxHo A.B., MNMaposunyHukoBa E.H., Muxannosa E.A., CaByeHko B.I".
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