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MeToao/10rusi HANUCAHUA PEKOMEHAal Uil

B Poccum pexkomeHgauuM MO  JIGYEHUIO OHKOIE€MaTOJIOTHYECKUX
3a00eBaHUi 10 HETaBHETO BpeMeHW He ObutM pa3paboTaHbl, XOTS OBICTpOE
pa3BUTHE COBPEMEHHOW OHKOTreMaToJoruu TpeOyeT OT CIelHalucTOB
MIOCTOSIHHOTO OOHOBJIEHUSI CBOMX 3HAaHUM M BHEAPEHUS HOBBIX METOOB
JIUArHOCTUKH U JIeUYeHUs B MPaKTUKY. B 3To# cBsI3n HEOOXOIMMBI KIMHUYECKUE
pEeKOMEHJIalliK, KOTOpble JOJKHBI OBITh JUHAMUYECKUM JIOKYMEHTOM,
COBEPUIECHCTBYIOIIMMCS, Pa3BUBAIOIIUMCS U OOHOBJISIOIIUMCS B COOTBETCTBUH C
HAay4YHBIMA  OTKPBITUSMH W  HOBBIMH  TPeOOBaHMSIMHU  CIICIIMAIHACTOB,
HETOCPEICTBEHHO 3aHMUMAFOIIUXCS JIeueHUEM OOJIbHBIX.

B 2012rony B xuure «lIporpamMmHoe jedeHue 3a00JIeBaHUNA KPOBU» IO
penakmuert akagemuka PAH CaBuenko B.I. Opuin  omyOJmMKOBaHBI
MpaKTUYECKHe PEKOMEHAINH TI0 JUArHOCTHKe 3a00JIeBaHU CUCTEMBI KPOBU U
BBIOOPY ONTHMANBHBIX TEPareBTUUECKUX IMOAXOAO0B C JeTanm3alueil CIOXKHBIX
KIMHAYECKUX  CHUTyalWil, KPUTHYECKUX COCTOSSHUM W  BO3HHUKAIOIIUX
ocioxHeHnit. B Tom ke romy Poccuiickoe mnpodeccroHambHoe 00IIecTBO
OHKOI'€MaTOJIOTOB (monq  pyKOBOACTBOM  dieH-KoppecmoHieHta PAH
[Mognyonoit M.B.) m HamuonansHoe remaTojorudeckoe o061ectBo (o
pykoBojacTBoM akageMruka PAH Capuenko B.I'.) Hadanu paboTy 1Mo mOArOTOBKE
Poccuiicknx KIWMHMYECKMX PEKOMEHJAUKA MO JAWArHOCTUKE W JICYEHHIO
3JI0Ka4eCTBEHHBIX JTUMDoIpordepaTUBHBIX 3a00J1eBaHUH.

ITo xaxmoilt HO30J0rMM ObUIM CO3AaHbl pabouyue TpyIIbl, BKJIIOYABIINE
BeIyLIMX POCCUMCKMX U €BpPONEHCKUX OSKCIEepTOB IO JIEYEHHIO JaHHOMN
Ho3ojoruu. [locie MoAroToBkM mNpeaBapUTENbHOIO BapUaHTa pPeKOMEHIaLui
ObUIO TMPOBEAECHO pAaCLIMpPEHHOEe 3acelaHue, B KOTOPOM IPHUHAIM Yy4yacTHe
Poccuiickue u 3apyOexxHble aBTOpbI, a TakKe MMUPOKUH Kpyr Poccuiickux
HKCIIEPTOB, BKIIOYABIINHI B ce0sl MPaKTUKYIOIINUX OHKOJOTOB M reMaToJIoroB, a
Tak)Xe MaTOMOP(OJOroB, paguojoroB U OPraHU3aTOPOB 3PaBOOXPAHEHUS U3
BCeX peruoHoB Poccuu, KoTopble BbICKa3alM CBOU 3aMeUaHUs U MpeasioKeHUs
no onTuMH3auuu aokymeHTa. [locie coBemiaHusi TeKCT peKoMeHAauuid OblLl
BbICJIaH BCEM €ro y4yaCTHUKaM, WX IUCbMEHHble U YCTHble KOMMEHTapUH
MOCIYXWJIM OCHOBOM JUIsl CYLIECTBEHHOW JOpaOOTKM MHOTMX pa3/iesioB
nokymeHTa. IloarotoBieHHble peKOMEHAAUWW ObBUIM  PacCMOTPEHBI U
0o0CYX/IeHbl ~ POCCHUMCKMMH M  3apyOeXKHbIMH  3KCHepTaMH, OJOOpEHBI



skcriepramu NCCN, B 2013 rogy omyGnmkoBaHbl B XKypHaie «CoBpeMeHHas
OHKOJIOTHUS» U BBUIOXKEHBI Ha caliTaX 000uX 0011ecTB

O6HoBeHre PoCCHICKNX KIMHUYECKUX PEKOMEHAAINH M0 JUArHOCTHUKE U
JICUEHHIO 37I0KAYeCTBeHHBIX  JuMpomnponudepaTuBHbIX  3aboeBaHUMA
MJIAHUPYETCS Ha eXEeroJlHOW OCHOBE. YYacTHUKaMU pabodeil rpymnmbl OyayT Kak
SKCIIePThl W3 BEAYLIMX HAy4YHbIX LEHTpOB Poccuu, Tak W CHEUHANIUCTHI U3
KPYIHEUIINUX KJIMHUK CTPAHBI.

YPOBHH AOKAa3aTCJIbHOCTH

B HAaCTOAIIMX KIIMHHUYCCKHUX PCEKOMEHAAIUAX B KBaJApPaTHBIX CKOOKax
IMPUBCACHLI YPOBHH JOKAa3aTCIIbBHOCTHU peKOMeH,Z[a]_II/IfI, B COOTBCTCTBHUH CO
ImKaJIaMH, pa3pa6OTaHHLIMI/I AMepI/IKaHCKI/IM O6H.I€CTBOM KJIMHUYECKOU

oukojiorun (ASCO) u EBpormeiickuM 00IIIECTBOM MEIUIMHCKON OHKOJOTHH
(ESMO).

YpoBeHb Tun nokazaTenbHOCTH
TOKa3aTeJIbLHOCTH

I I[OKaBaTeJ'[BCTBa IMOJIYYCHBI B PE3YJIbTATC METAa-aHalIn3a
0OJIBIIIOro Yncia XOpo1Io CINIaHUPOBAHHBIX
pPaHAOMU3UPOBAHHBIX HCCHGILOBaHHﬁ. PaHI[OMI/IBHpOBaHHBIe
HCCJICJOBAaHUA C HU3KHUM YPOBHEM JIOKHOIIO3UTUBHBIX U
JIO’)KHOHETATUBHBIX OIIHNOOK.

[l JlokazarenbCcTBa OCHOBAaHBI HA Pe3yJIbTaTax HE MEHEe
OJIHOT'O XOPOIIO CILUIAHUPOBAHHOTO PaHAOMU3UPOBAHHOTO
uccienoBanus. PannoMu3npoBaHHbIE UCCIIEIOBAHMUS C
BBICOKHMM YPOBHEM JI0’KHOMTO3UTHUBHBIX U JIOKHOHETATUBHBIX
OIINOOK.

[l JlokazaTenbCcTBa OCHOBAHBI Ha pe3ysibTaTaX XOpOIIo
CIUTAaHUPOBAHHBIX HEPAHIOMU3UPOBAHHBIX UCCIIEIOBAHUM.
KoHnTtponupyemblie ncciaeaoBaHus C OJHOM rpyInon
OOJIBHBIX, UCCIIEIOBAHMS C TPYIIIONA UCTOPUYECKOTO
KOHTPOJIS U T.J.




IV JlokazaTenbCcTBa MOJy4YeHbI B pe3ysibTaTe
HEpaHJAOMU3UPOBAHHBIX HCCleoBaHu. Henpsimble
CpaBHUTEJbHBIE, ONTUCATEIbHO KOPPEISLIUOHHBIE
UCCJIeIOBaHMS U HUCCIIeJOBAaHUS KIIMHUYECKUX CITy4aes.

V JlokazaTebCcTBa OCHOBaHBI HA KJIMHUYECKUX CIIydasx U
npuMepax.
Crenensn [Mpanamus
A JlokazarenscTBO | ypoBHS MM ycTOMYMBBIE
MHorouncyieHHbie nannsie l, Il umu IV ypoBHs
JI0Ka3aTeJIbHOCTHU
B Hoxazatenwctsa ll, Il unu IV ypoBHS, cuuTatomumecs B

OcJIoM YCTOﬁqHBBIMH JaHHBIMH

C Hoxazatenwctsa ll, I, IV ypoBHS, HO naHHBIE B 11e710M
HEYCTOWYNBbIE
D Crnabple UM HeCUCTEMATUYECKHe AIMITUPUIECKUE
JI0Ka3aTeIbCTBa
BBenenue
Bonocaroknerounsiii  neiiko3  (BKJI) —  peakoe  XpoHHYECKOE

mumpornponudepaTnBHOe 3abojeBaHUe, TMOpaXKarollee KOCTHBIA MO3T U
cene3eHKy. Ero cyOcTtpaTtom sBISIOTCS TUMGOUIHBIE KIeTKH B-kietounoro
MIPOUCXOXKICHUS C XapaKTepHO Mop(hoJIoTHel — KpyITHbIe pa3Mepbl, OKPYTriioe
PO U TOHKHE BBIPOCTHI-KBOJIOCKM» IUTOILIA3Mbl, OT KOTOPBIX MPOHU3OIILIO
Ha3BaHMe 3a00JIeBaHUS.

BKJI cocraBmsier mpumepHo 2% oT BceX JeliKo30B B3pocibix U 8% ot
IPYTUX XpOHUYECKUX JUMdomnpoaudepaTUBHBIX 3a00eBaHUM. ITOT BUJ
JIeiKO3a Yallle BCEero BCTpevyaeTcs: Cpeau My>»XKYUH CpeHel BO3paCTHOM IPyIIIbI
(cooTHoOIIIEHNE MYXYMH U JKEHIIMH cocTaBisieT 2 - 4:1,Meauana Bo3pacta - 50




JIeT), OJIHAKO, U3BECTHBI Ciy4yau 3abojeBanus u B MosiogoM (Mojoxe 30-40rer)
BO3pacre.

EcrectBennoe teuenne BKIJI BapeupyeTr oT [100poKauecTBEHHOTrO, C
MeJIJIeHHbIM HapacTaHWeM MPOsBICHUI 3a00JIeBaHMs B TeU€HUE MHOTHUX JIET, J10
OBICTPOTO MPOTPECCUPOBAHUS C TOSBICHUEM CHUMITTOMATUYECKON ITUTOTICHUH
U/WITK CTIIICHOMETAJIHH.

JIHarHoCTHKA

1. Knunudeckue u JjabopaTopHbie NPU3HAKH

Knunnueckue nposisnenuss BKJI MoryT BapbupoBaTh OT MUHUMAaJIbHBIX
WIA BOOOINE TOJHOCTBIO OTCYTCTBOBaTh (M Torma 3aloiieBaHUE SIBISETCS
cliydyaiiHOW HaXOJKOH TIpu OOCJIeJJOBAaHWHU) [0 BBIPAXKEHHBIX CHUMIITOMOB
cruieHoMeranuu W uuroneHuu. Jlns BKJI  xapakTtepHbl JeHKONEHHS C
HEHUTpOIleHne 1 MOHOLIMTOTIEHHEeH, a TaKkXke aHeMus U TpombouuToneHus. B
95% cnyyaeB B KpOBH MAIMEHTOB OOHApPY>KMBAIOT XapaKTepPHBIE «BOJIOCATHIE»
AUMGOIUTHI, HO KOJUYECTBO MX MOXET ObITh paznuuHbiM. Tunuuno st BKJI
yBEJIMUEHUE CeJIe3eHKH — OT HEe3HAUUTENbHOTO JI0 THUTaHTCKOTO, OJHAaKO
BcTpevatoTcsi BapuaHThl BKJI 6e3 crnenomeranuu. (OuaroBoe MopakeHHe
cenezeHkr  HexapaktepHo ans  BKJL.  VBenmnuenuss mnepudepuyueckux
mumdoyznos npu BKII HeT, HO y 15-25%mariueHToB BBISIBISETCS YBEJIMUYCHUE
BUCIEpaTBbHBIX JIMM(OY3JI0B (darie aOJOMHHAIBHBIX, peXke, BHYTPUTPYIHBIX).
KnuHuueckne CHMITOMBI IMTOMEHUH (OIHO-, JBYX- WM TPEXPOCTKOBOW)
3aBHUCSIT OT CTENEeHU €€ BBIPAKEHHOCTH, HO B ILIEJIOM aHEMHs IMOAONTy ObIBaeT
KOMITEHCUPOBAHHOM, TPOMOOIIMTONEHUS] YacTO OECCUMIITOMHAsT WA C
YMEPEHHO  BBIPQXEHHBIM  TeMopparudeckuM  cuHApomMoM.  OcHOBHOE
Ku3zHeyrpoxatoiee  ocnoxkHenne BKJI — BocnanurenbHO-MHGEKIIMOHHbBIE
MPOLIECCHI, CKIOHHBbIE K CENTUYeCKOMY Te4YeHHI0 M abcleaupoBaHUIo.
Heiiponeiikemus nexapakrepHa st BKJI, MeHrHreanbHble CUMIITOMBI TPEOYIOT
UCKITIOYeHHs] OaKTepuaabHOT0, BUPYCHOTO WM TyOepKyJIe3HOTO MEHWHTHTA.
Crneunduyeckoe nopaxeHue HeauM@aTHUeCKUX OPraHoOB BCTpedaeTcsl Takxke
KpaiiHe peaKo, KIMHUYecKas KapTWHA TpU 3TOM 3aBHCUT OT JIOKaJU3alUU
nopaxxeHusi (Koka, KOCTH, JIeTKHe, MOYKH, LIEHTpajbHas HEpBHAs CUCTeMa U
ap.). VckimoyeHneM CITy)KHUT MOpakeHHe TMe4YeHU, KOTOpOoe BCeraa BBISBIISETCS
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py OUOTICUU WJIM ayTOIICUH, XapakTepusyercs qudPpy3Hoit nHPUIbTpanuei, HO
OOBIYHO HE MPUBOJIUT K YBEITMUCHHIO M HAPYIIEHUIO (YHKIIUU OpraHa.

YacToTa BcTpeuaeMOCTH KIMHUKO-TabopaTopHbIX nposiBiennit BKII:

* Cnnenomeranus - y 80%nannueHToB.

o Jletixonenus —y 70%

* Heiirponenus - y 75%nanueHToB.

* MoHornuronenus -y 90%nanueHToB.

* «BomnocaTeie» TUMQOIUTH B Ma3kax nepudepudeckoid kposu - y 95%
Mal[MEHTOB.

* TpombGonutonenus -y 80%rmamnueHToB.

* Anemus -y /0%mnanueHToB.

* AOGpomuHanbHas nuMdaneHonatus - y 15-25%rmanueHToB.

* MoHoxkiioHansHas rammanartus —y 10%narueHTos.

ITomumo tummunoro BKJI, cymecTByer BapuaHnTHas dopmMa 3a00j1eBaHus,
BhIIenieHHast B kiaccudukarun BO3 2008 B oTnenbHY0 HO30JIOTHIO.

2. Kputepuu quartosa

O6cnenoanue npu BKJI cooTBeTcTByeT CcTaHAapTHOMY alrOPUTMY,
PEKOMEHI0BaHHOMY JJIsl OOJBHBIX JUMQOIpoudepaTUBHBIMU 32a00IeBaHUSIMH,
C HEKOTOPBIMU JIOTIOJIHEHUSIMH, U BKJTFOUAET B ceOsl:

1. KiuHudeckwii aHanW3 KpPOBU C LHUTOJIOTUYECKUM HCCIEOBaHUEM Ma3Ka
nepudeprudeckoil KpoBH.

2. IluTomornyeckoe ncciael0BaHUE KOCTHOTO MO3Ta.

3. Ormpenenenue Taptpar-ycroiiunBodi kucioi docdarazer (TRAP) B
nuMdoIMTax KpOBH W/UIM KOCTHOTO MO3Ta.

4. Tucromoruveckoe UCClieZIOBaHUE KOCTHOTO Mo3ra c
UMMYHOTHCTOXUMHUYECKUM UCCIICIOBAHUEM.
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5. Onpenenenue UMMyHO(EHOTHUTIA TUM(OLKUTOB KPOBH MM KOCTHOT'O MO3Ta
METOJIOM MPOTOYHOHN [IUTOMETPHUHU.

6. HmmyHOXMMHYECKOe UCClIeIOBaHUEe CHIBOPOTKH U CYyTOYHON MOYH.

7. YnpTpa3BykoBoe H/WIIM KOMITBIOTEPHO-TOMOTpaduIecKoe HCCiIeI0OBaHue
OpraHoB OPIOIIHOW U IPYIHOM MOJOCTEH.

8. Ompenenenne mytannn BRAF V600EB numd@onnTax KpoBU WM KOCTHOTO
MO3ra.

[Ipy uWTONOrMYECKOM HCCIEIOBaHWM Ma3Ka KpPOBHU  BBISBISIFOTCS
TUMQOUTHBIC KIETKH Ooliee KPYIMHOTO pa3Mepa, ¢ TOMOT€HHBIM pa3peKeHHBIM
XpPOMAaTHHOM Siipa OKPYIJIOW WJIM OBalibHOHM, pexe 0000BUAHON (HOPMBI, C
JIOBOJIGHO IIIMPOKOW OJIeHON MHTOIIa3MOH, ¢ HEpPOBHBIM, (DecTOHYATBIM, C
OTPOCTKaMM WJIM BOPCMHKAMH KpaeM LMTOIIa3Mbl. B KOCTHOM Mo3re
BOPCUHYATHIX JUMQOIMUTOB YacTo OOJbIlle, YeM B KPOBH. XapaKTepHOU
ocobenHocThio BKJI siBsleTcss TpyIHOCTh acmupaiii KOCTHOrO Mosra («cyxast
MYHKIUS»), 9TO CBsi3aHO ¢ $uOpo3om kocTHOro mosra npu BKJI. XapakTtepHa
MOHOIIMTOIEHUSI, KOTOpasi OJJHAKO MOXKET OTCYTCTBOBATh MPHU MPUCOEAUHEHUH
MuKoOakTepuaibHOi nHMekunu (TyOepkyies3) u npu BapuanTHOM BKUL.

[{utoxumuyeckoe wuccrnegoBanne auMponuToB Ha [RAP  BbIsBIseT
TapTpaT-yCTOMYUBYIO KHUCIyIO (ocharasy B BOPCHHUATHIX JUMGOIUTAX. DTOT
BU]I depmenTa UHOT 2 MOXeT BBISIBJISITHCS npu IPYTUX
numbonponaudepaTUBHbIX  3a00JieBaHUSIX, OJHAKO BBICOKAs aKTUBHOCTh
TapTpaT-yCTOWYMBOK Kuciol ¢ocdarazpl TunmmyHa uMmeHHO s BKJI u
BcTpeuaercs B 95%cyuaes.

Tpenano6uorncus obsi3arensHa 7151 ycTaHoBieHus quarHo3a BKJI, tak kak
MO3BOJISIET BBISIBUTH TUMMOUIHYIO WHQWIBTPALUIO C XapaKTePHBIMHU WMEHHO
st BKJI uepramu, u oLeHUTh pe3epBbl KpoBeTBopeHus. B TpenanoOuomnTate
npu BKJI oOHapyxuBaeTcsi yMeHBIIIEHHE KOJIUYECTBA 3JIE€MEHTOB HOPMAJIBHOTO
remonod3a U auddy3Has win auddy3Ho-odaroBas WHOWIBTPALMS KOCTHOTO
MO3ra «PBIXJI0» PACTIONOKEHHBIMHU JTUM(OUIHBIMU KIETKAMHU CPEHET0 pa3Mepa
C HemnpaBwIbHON (opMol siipa W JOBOJBHO IIMPOKOW IIUTOIIA3MOM C
HEpPOBHBIM KpaeM. TummueH ¢uOpo3, HapyIIEHUS MUKPOIUPKYISIIUA B BUJE
noJiell KpOBOW3JIMUSIHUM, pPACTSHYThIX CHHYCOB — KapTHHA, I1O3BOJISIOLIAS
MOP(}OIOTHUECKH OTIUYUTH 3TOT BUJ JIEHKO3a OT IPYyTrUX 3a00JeBaHUH.



12

Onpenenenre UMMYHO(GEHOTHIIA OIYXOJIEBBIX JIMM(OIMTOB 0053aTeIHHO
s Bepudukaruu  gauarHoza  BKIJL. g sToro  ucmonb3yroTcs  JiBa
B3aUMOJIOTIOJTHSIFOIITUX METOJIa: MPOTOYHAsI IIUTOMETPHS U UMMYHOTUCTOXHMHUS
(UI'X). He BbIsIBIIEHO Kakoro-to eauHCTBeHHOro mapkepa BKIJI, mostomy st
TOYHOTO JMAarH03a HeoOXOIUMO OIEHUBATh JOCTATOYHO IMPOKYIO TaHe b B- u
T-knerounsix CD-mapkepoB, Bkitouas mapkepsl, Tunuunble mis BKIL  Tlpu
MPOTOYHOW IMTOMETPUHU BBIABISIOTCS cuibHas oskcrpeccus CD19, CD20,
CD22, CD79a, orcyrctBue »skcmpeccun CD5, CD10, CD23, CD43 u
skcnpeccus tunwuHbiX s BKJI CD11lc, CD25, CD103, FMC7, CD123,
CD200, LAIR-1.13penka BcTpevaroTcst oTkiIoHeHHs (abeppaliuu) GpeHoTuna —
Hanmure HetunmnaHbIX st BKJI mapkepoB CD10 (o 20%)u CD23,pexe CDS5.
NmmyHornctoxumudeckoe — ucciegoBanue 1npu  BKJI  obnapyxuBaer
skcripeccrto  CD20, Annexin Al, TRP, CD25, CD103, DBA.44(CD72),
CD11c, CD123, Cyclin D1 B( OGonplidHCTBE cliydaeB cjabas sepHas
skcmpeccusi). OmyxoneBble KieTku He skcrpeccupytor CDS, CD10, CD23
pEeNKHUX CclydasiX MOXKET ObITh ciiabasi 3KCIpeccHs Ha 4YacTH KieTok). [l
BapuanTHoi ¢opmbl BKJI xapaktepno orcyrctBue CD25, CD123, TRAP,
Annexin Al.

Mopdonoruueckoe uccieoBaHWe TKaHU CEJIe3eHKU W TMEeUeHU B ciyyae
CIUTCHIKTOMUH BBISIBISIET TUM(DOUTHYIO HHOUIBTPAIMIO KPACHOU ITYJIBIIBI, TIPH
sToM Oenast mynbna OObIYHO aTpocdupoBaHa. OrmyxoieBas HWHGOUIBTPALMSI
MPUBOAUT K OOpA30BaHMIO TaK HAa3bIBAEMBIX <«KPOBSHBIX O03€p», KOTOpbIE
MPEICTaBIAIOT CcOOOW pacTSHYThble KPOBbIO CHUHYChl. B meueHu omyxoseBas
WHOUIBTpALUsl pacrojiaraeTcs He TOJBKO B MOPTAIbHBIX TpakTax, HO U B
CUHycouJax. YTOYHEHHUIO JMarHo3a IOMOraeT HWMMYHO(PEHOTUITNYECKOe
UCClIe/IOBaHNE TKaHU Ccelie3eHKH (MpH MOMOIIA HMMYHOTHCTOXUMHYECKOTO
METOa WM MPOTOYHOU IIUTOMETPHHU) C OmpeesieHueM XapakTepHbix ais BKJI
MapKepoB.

Hns touno#t muddepennmansHoit auarHoctukn BKJI pexomenmyetcs
UCCIIeIOBaTh MOHOKJIOHAJIBHYIO cekpeuuto. IlapanporenHeMuss B LEIOM
HexapakTepHa 115t BKJI, Bcrpeuaetcs penko (1o 10%),B OCHOBHOM B TIOYKHIIOM
BO3pacTe, U Yaille ObIBAaeT CJIeJ0BOM, IPU ITOM NPEUMYIIECTBEHHO BbISBISETCS
IgG. IlporuocTrueckoe 3HaUYeHNE MOHOKIOHAIBHONW CEKpeLny He YCTaHOBIIEHO.
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BoisiBlieHne  3HAYMMOM  CeKpelM —  TMOBOJ, K  PEBH3MHM  JUarHosa
(cexpetupyroras mTuMdomMa, MIa3MOIUTOMA).

ITpu BKJI B 95% ciiyuaeB BrisiBisiercs mytauus BRAF V600OE,kotopast
OTJIMYAET ero OoT JIpyrux B-kieTouHbIx num@npoiardepaTuBHbIX 3a00JI€BaHUH,
a Taxke oT BapuaHTHOU ¢opmbl BKJL. DTta myranus MoxxeT ObITH BBISIBIEHA
METOJIOM TMolirMepa3Hoii tenHoi peakuuu ([1L[P) B kieTouHbIX 00pa3iiax KpoBU
WM KOCTHOI'O MO3ra, WIM NPU WMMYHOTHCTOXMMHUYECKOM HCCIIEIOBAaHUU C
COOTBETCTBYIOIIIMM AHTUTEJIOM. OJTO MCCIEJOBAaHUE OTHOCUTEJIBHO HOBOE, HO
BKJIFOUEHO B CIIMCOK HEOOXOAMMBIX, MOCKOJBKY MO3BOJIIET TOUHEE MPOBOJIUTH
nuarHoctuky BKJI um sBisieTcss MMILIEHBIO I HOBOTI'O TEPANEBTUYECKOTO
MOJIX0/Ia B JIECYCHUH PE3UCTEHTHBIX (popM 3ab0eBaHMs.

Juarno3 BKJI cienyer 3anogo3puth, ecjin 'y 60JbHOIO:
[{uTtonenwust (omHO-, IBYX-, TPEXPOCTKOBAs).
JIumdormros (mpu Jr0OOM YHUCIIE JTEHKOIMTOB).
MOHOIIUTOIIEHHUS.

CruteHoMerayivs .

a ~ 0D PRE

Yacteie I/IH(l)eKI_II/IOHHO-BOCHaJ'II/ITeJ'ILHBIe COCTOsAHUA.

HMuarno3 BKJI cuuTtaeTrcsi ycTAHOBJIEHHBIM NPH HAJIUYHH CJeTYIOLHX
AAHHBIX:

1. Bopcun4atbie TUMQOIUTHI («BOJIOCATHIC KISTKI») B KPOBH W/WH
KOCTHOM MO3Te.
2. [TonoxutenpHas peakiusi BOpCUHYATHIX JTuMdoruToB Ha TRAP.

3. WmmyHOdeHOTHIT IUMQPOUIHBIX KIETOK, CHEeNU(DUIHBINA IS
BKJI: ko B-nmumdorutoB (K uiu A), 3KCIPECCUPYIOIIMX MapKephl
CD19, CD20fpkxo), CD22fpxo), slg, CD25, CD1l1c; CD103,
FMC7, CD123, CD85;orcyrcTBre skcnpeccun MapkepoB CDS5,
CD10, CD23, CD43.

4. Cneunduunas s BKII «peixnas» numbonanas nHOUIbTpaLus
KOCTHOTO Mo3ra B TpemaHoOuonrate (¢ skcmpeccueir nmpu UI'X
CD20, Annexin A1, TRP, CD25, CD103, DBA.44(CD72), CD11c,
CD123, Cyclin D1ptcyrcrBrem skcnpeccun CD5, CD10, CD23).
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5. BrisiBnenne B nmumbonnnbix kinetkax myTtannn BRAF V60OE.

6. B cnyyae cCHjeHIKTOMUM — XapakTepHas JIuMQouIHAas
MHQUIBTpaUs KpacHOW myJbhbl, ¢ 3kcrnpeccueidt mpu MI'X
mapkepoB BKJI (cm.m.4).

ITpu Hamuuuu Tonbko gaHHbIX (1) u (2) — nuarno3 BKJI BepositeH,
py HATMYKUK JaHHBIX (3-6) —mocToBepeH.

Huddepenunansubiii auarno3 BKJI HeoOxonMMo MpOBOIUTH CO BCEMU
3a00/IeBaHUSMU, TMPOTEKAIOMIMMH C  [HUTONEHHeHd, JUMQPOLUUTO30M U
CIUIeHoOMerajiueil. JTo, B MepBylO oudepe.b, Apyrue JumdonponudepaTuBHbIE
3a0oneBaHus - JuM(oMa MapruHaIbHOW 30HBI CeNe3eHKH, |-KieTouHas
muMmdoma, cenezeHouHas dopma auddy3Hol B-kpymHoOKIETOUHON ITHMEGOMBI,
XpOHUYECKHH  JuMdoeiiko3, auMdoMa KpacHOW TYyJBIBl  CeJIe3eHKH,
BapuanTHass Qopma BKJL. Cnektp muddepenunansuoit muarHoctuku BKJII
TaK)Ke BKJIIOYAeT JpYrHWe reMaToliorndeckue (aruractudeckas aHeMus,
MUEJIOIUCIUIACTUYECKUN CHUHIPOM, MHenopuOpo3) U HereMaTOJOrHYeCKHUe
(6onme3up T'omie, remaTWTBl W IMPPO3bI, AyTOMMMYHHBIE HapyIICHUs)
3a00JIeBaHMs CO CXOIHOM cuMnToMaTukoit. B peakux ciydasx (1%) BO3MOXKHO
couetanrie BKJI ¢ xponudeckum mumQomneiiko3om, emie pexe — ¢ APYyTuM
reMaToJIOTUYECKUM 3a00JIeBaHUEM.

3. Ouenka ¢pakTOpOB NPOrHO3a

1. Iny6okas mnaHUWUTONEHUS, OOyCIOBJIeHHAas WHOWIbTpaeli KOCTHOTO

MoO3ra M CIUIeHOMeranued ¢ ypoBHeM remornoouna menee 100 r/m,
tpombonuToB MeHee 100 x 109/n, HelitpopunoB menee 1,0 x 101 B
nebrote  3a0ojeBaHMS MOJXKET OBITh CBA3aHA C  OTHOCHUTEILHO
HeOJIaronmpPUSTHBIM ITPOTHO30M.

2. MaccuBHasg BHYTpUOpIOIIHAs JuMQaJeHONaTHs MOXKeT OBITh CBsi3aHa C

XYJIIIUM OTBETOM Ha Tepaluio W MEHBIIEH MPOJOJDKUTEILHOCTHIO
PEMUCCHHN.
3.  Monomoit Bo3pacT B nedroTe 3aboseBanus (Moaoxe 45 ner) cBs3aH ¢ boee

KOPOTKOH MPOJOIKUTENBHOCTHIO pemuccur B 50%ciydaes.
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4. OrtBer Ha Tepanuio NYPUHOBBIMU aHajoramu. BeposTHO, MporHo3 xyxke
IIPUA TOCTUXKEHUU TOJIBKO YaCTUYHOM, a HE NOJIHOW PEMUCCHU.
5. Oreer Ha cmieHsktoMuto. OneHuBaeTcss B Cilydae €€ MpPOBEAECHUS II0

MOKa3aHUsIM, OfpeJiefisieMbiM B HWHIUMBHUAyallbHOM TMopsiake. B cimydae
HOpMallM3allMi  TOoKa3zaTeliell KIMHUYECKOTO aHallu3 KpPOBU  IOCHe
CIUTCHIKTOMUH TIPOTHO3 CUUTAETCS OJIATOTIPUSITHBIM.

6. BapuantHas ¢opma BKJI xyke oTBedaeT Ha CTaHIApPTHYIO Teparuio

aHaJIOTaMH IIypHUHOB.
7. Jleiiko3Hoe mopa)xeHHe HeAUMGOUJIHBIX OpPraHOB OOBIYHO XOpPOILO

MO/IaeTCs CTAHAPTHOW TEparuy M He YXYIIaeT MPOTHO3 3a00JIeBaHNUS.
JleueHnue

Llensto Tepanuu BKIJI sBnsieTcss MakcuMaibHasi JIMMUAHALMS OITyX0JIEBOTO
KJIOHA C IOCTHXKEHUEM JUITUTENIbHON MONHON pemuccur. B ocHoBe Tepanuu BKJI
B HacTosIlee BpeMs JIEKWUT UCIOJb30BaHHWE AaHaAJOroB  HYKJIEO3UJOB
(kmagpubuHa W mMeHTocTaThHa). [IpuMeHeHue 3THX TpenapaToB CPaBHUMO IO
3 PEKTUBHOCTH W TIO3BOJISIET JOOWUTHCS TIOJHOW PEMUCCHU U JOJTOCPOYHOM
BBKMBAEMOCTH y OoNbIIMHCTBA TarueHToB. JloOaBieHWe K Tepamuu
pUTYyKcMMaba MOXKeT YJAY4YIIUTh pe3yibTaThl Tepanuu B TIpynmax ¢
HeOMaronpusaTHBIME (PaKTOpaMu MPOTHO3A.

Mono- n nonuxumuorepanusi BKJI pasnuuHbiMM HHBIMM LUTOCTATUKAMH
Hea(peKTUBHA. I IFOKOKOPTUKOCTEPOUBI IIPOTHUBOIIOKA3aHbI BBUIlY
HeA(P(EKTUBHOCTH U CYIIECTBEHHOTO YBEIWYEHHs YacTOThl M  TSDKECTH
MHQEKLUUOHHBIX  OCJIOXHEHWH,  TOBBILIEHUs  JIeTalbHOCTU.  Tepamus
rpaHyJOIUTAPHBIMA POCTOBBIMH (DakTOpamMu B OOJBLIMHCTBE CIIy4aeB He
[IOKa3aHa, 33 UCKIIIOYEHUEM JUIUTENBHOIO [IUTOTOKCHYECKOrO arpaHyJoLUTO3a.
B cinydae rinyOokoil aHemMuu, NpU HUCKIOYEHHHM JPYTrUX MPUYUH aHEMUU
(nedumut xene3a wim BuTamuHa B12, u T.1.), KpaTKOBPEeMEHHO MPUMEHSFOTCS
SPUTPOIOITHHBL.

[Ipu nedennn OonbHBIX BKJI HeoOxomuma KpailHsis HaCTOPOXXEHHOCTh B
OTHOLIEHWU WHPEeKInd — Ha (¢(OoHEe HEeUTPONEeHUH YacTO pa3BUBAIOTCS
MTHEBMOHHH, CUHYCHUTHI, a0CLECChl B MOJKOXHOM KieTdaTKe, MeKMBbIIIeUHbIe
abcuecchl (ocobeHHo B Mbliax Hor). ['uneprepmust npu BKJI, B oTiaudne ot
auMQoM, He SBISIeTCS CHUMITOMOM HWHTOKCHKAIlMU, M CBUICTEIBCTBYET O
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HaJIMYUM HMH(EKIMOHHO-BOCHIANUTeIbHOTO mpouecca. Ovarn HHQEKUuu Npu
BKJI ckmoHHBl K OBICTpOH TreHepanu3alud © TpeOyIOT HEOTIONKHOTO
Ha3HaueHMUsl aHTuOakTepuanabHOW Tepanuu. Hepenko coueranne BKII c
TyOepKyJie30M.

OcHoBHOI1 Hepew€HHON npobaemMoil B neyennn BKJI B HacTosiee Bpemst
ABIIIETCS ONpeNieleHNe TaKTUKU JiedeHus pes3ucTeHTHeIX ¢(opm BKII u
BapuantHoro BKJI.

1. Iloka3anus K Ha4vqaJdy Je4eHus

[lokazanuss Kk Hayalmy Tepanuud ONpeNesIioTCsS WHAWBUAYalbHO. [lpu
HErTyOOKOW IUTOMEHWH W OTCYTCTBHU CHUMIITOMOB 3a00JIEBaHUSI JTOITYCKAETCS
BBDKHJATEIbHAS TaKTUKA, MPU YCIOBUH BO3MOXXHOCTH PETYJISIPHOTO KOHTPOJIS
3a MaIEHTOM.

OCHOBHBIMH TIOKa3aHUSIMU K TIPOBEJICHHUIO TePAITUH SIBIISIFOTCS BBIpaykeHHAs
WIN yCyTyOJISFoIascs UTONEHUS, HaJuuue WH()EKIIMOHHBIX OCIOKHEHUH U
cumnToMHas crutenomeranus [lII, CJ.

2. CxeMbl JIeYeHMA.

[IpenapaTamu, maOIMUMH MaKCUMaJbHOE YHUCIO MHOTOJICTHUX TOJHBIX
pemuccuii 'y OonbiiuHcTBa manueHToB (6omee 80%) mpu BKIJI, sBusiorcs
aHAJIOTH  HYKJIEO3WJOB TeHTocTaTmH W  kiaapuowmn [ll, B]. Xots
PaHJIOMU3UPOBAHHBIX  HCCIEAOBAaHWN 1O  CpaBHEHUIO  d(QeKTUBHOCTH
MEeHTOCTaTMHA W KJIQJApuOWMHA HE TPOBOAWIOCH, 110 JA@HHBIM Pa3HBIX
WCCIICJIOBAaHMA HE MOJIYYeHO OOJBIINX pa3induil B X 3QGeKTUBHOCTH. B TO *Ke
BpeMsi TPOQIIb TOKCUYHOCTH W PEXHUM TPUMEHEHUS MpPEeATNOoUYTUTEbHEee Y
KinaapuouHa. [ MpoQUIIaKTHKHU MOCIEKYPCOBOTO JITUTEIEHOTO U TIIyOOKOTO
arpaHyJoLIMTO3a, MallMeHTaM C HEUTpoNeHHel, mepes Tepanvell aHaloraMu
IIypPUHOB PEKOMEHIOBAaHO Ha3HaueHUe HHTep(hepOoHa-a.

UHnmepdepon-a.
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UNuTtepdepon-o mpumensiercss B TeueHue 12-16 Henmenb [0 HazHaYeHUS
aHasiora mypuHa (IJ1s1 KOPPEKIUK HEUTPOIIEHUH U MPOMUIAKTHKH IJTUTEIEHOTO
MUEIIOTOKCHYECKOTo arpanyionuTto3a) B no3e 3 miH ME x 3 p/Hen. moakoxHO
[IIl, C]. B 3aBucHMMOCTH OT IOKa3aTejleli reMorpamMMbl M HHIWBHIYalbHOM
MEPEHOCUMOCTH J103a HHTepepoHa-o MOXKeT BapbupoBaTh oT 1 10 5 MiaH ME un
OT 2 pa3 B HEJIENIO JIO eXKETHEBHOTO MIPUMEHEHUs. B CBS3M ¢ 4acThIM pa3BUTHEM
TPUIIIONOAO0OHOTO  CHHApPOMa Ha  HayalbHBIX  d3Tamax  MpUMEHEeHUs
uHTep(depoHa-o. Tepanuio cieayeT HaywHath ¢ 103bl 1MiaH ME Ha done
AHTHUITUPETUKOB, MOCTEIIEHHO yBelu4nBas 103y Ao crangaptHoi (3 muH ME).
[Ipu riyOokoit JeiikoneHHMH WHTEPGEPOH-0. HEOOXOJUMO TMPUMEHSTh C
OCTOPOXKHOCTBIO, He (opcupyst n03y (M3-3a pUCKa BPEMEHHOTO YCyryOJeHus
neiikonieHun), llenmpro Tepamuu SIBISETCS CHIDKEHHE 4YHciaa JUMQOIUTOB B
remorpammMe g0 < 50%, uto mo3BOJIsSET W30eXKaTh AarpaHyJIONMTO3a U
MHQEKINOHHBIX OCJIOXHEHUH Tocje Kypca aHaiora mypuHoB. MHTepdepoH-o
MOXHO HE TPWMEHSTh MPU HE3HAYUTEIHHOM JIMMQOIMTO3e W MHUHUMAIBHON
WHQUIBTPAIIMN KOCTHOTO MO3ra W OTMEHSTh B CiIydae HENMEpPeHOCUMOCTH WITU
Pa3BUTHS OCIIOKHEHUM.

Knaopubun.

ITpu BKJI npumenstor 1 kopotkuii (7 wiau S mHelt) Kypc kiaapuOuna. B
PaHIOMM3UPOBAHHBIX HCCIEAOBAHUSAX He OBLIO BBISBICHO pa3uuuid B
3¢ (HEeKTUBHOCTH U NMEPEHOCHMOCTH Tpernapara Mpu pa3HbIX pekKMMax BBEICHUS.
OnunakoBasi OMOJOCTYNMHOCTH KJaApUOWHA MPU TOJKOXKHOM K OOJIFOCHOM
BBEJIEHUHU ObLIa MOATBEpPXKACHA NaHHBIMU (DapMaKOJIOTHMUECKUX MCCIIEeOBaHUA.
VYyuthiBas yn1o0CTBO €XeqHEBHOTO MOJKOXXHOTO BBEJICHUS Ipernapara, JaHHbIHI
pexuM sBusgercss npeanodturenbHslM B Teparmu  BKJL. Ecim  tepanus
KJIaqpuOWHOM Ha3zHavaeTcsi 0e3 MpeaBapUTeNIbHOr0 Kypca HHTepdepoHa-o U B
YCIIOBHSIX TIyOOKOH HEWTpOINEeHWH, Y OCTabJeHHOTO OOJIBHOTO — BO3MOKHO
npoBelieHHe JiedyeHus: B IpoOHOM pexume. 1 BBeneHue B Hepento, Bcero 6
BBEJICHUM.

Jleuenne knagpuOMHOM He TpeOyeT cheluanbHOW COIyTCTBYIOLIEH
Tepanuu  (T.e. He Ha3HAYAlOTCS AaHTUAMETHKH, BOJHAs Harpyska), 3a
UCKIIFOYEHWEM  TPUMEHEHUs  KO-TPUMOKCAa3ojla W aluMKJIOoBUpa  AJId
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npodunaktukn wuHbekuwii (M0 TOKa3aHWsSIM; O00s3aTelbHO B Cilydae
HEMTPOTIeHNHN — 10 BOCCTAHOBJEeHHs HefiTpodunos >1,0x 10°7x).

llenmocmamun.

[leHTOCTATHH mpuMeHsleTcss B o3e 4 Mr/M° Kaxiasle 2 HEmemd o
JTOCTHKECHHSI MaKCHMaJIbHOTO OTBETa C IOCJIEAYIOIUMU OJIHOW WU IBYyMS
JIOTIOJTHUTEPHBIMA WHBEKIUSAMU JJISI KOHCOJUAANNKM JTOCTUTHYTOTO 3¢ dexTa
(o6bruno 4-10 BBeneHwuit). HeoOX0auMoO yUUTBIBAaTh, YTO MPOBEJAEHHUE TEPAIHH
MEHTOCTATUHOM BO3MOXXHO TOJIKO TIAIMEHTaM C COXpaHHOW (yHKIIMeH MmodYeK
(kupeHC KpeaTHHHMHA J0JDKeH ObITh He MeHee 60 mi/muH.). [Tpu kmupeHce oT
40 no 60 ma/muH. no3a penmynupyetcss BaBoe. IlpemapaT BBOIWTCS IyTeM
BHYTpUBEeHHOU nHDY3uHu B 06beme 1500mu1.

[Ipu npoBeicHUN Tepalluy aHaJIOraMy IYPUHOB HCO6XOI[HMO YUYNTBIBATDH
clieayroniee.

* BHe 3aBUCUMOCTH OT BBIOPaHHOW CXEMBI JICUESHHUS aHAJIOTaMH ITyPUHOB, €CITH
npu OIeHKe pe3yibTaTa uepe3 6-12 mec monHas pemuccuss He Oblia
JOCTHTHYTa, BO3MOXXHO TIOBTOPHOE TMPOBEJACHUE Kypca JIEUYeHHs,
MIPEATMOYTUTEHHO ¢ J00aBIeHUEeM PUTYKCUMada 375wmr/m? 4-8 BBEJICHUIA.

o [lamueHThl, TEpeHecIIWe  IIOCJie  Tepallud  aHAJOraMH  ITyPUHOB
repreTHYecKyl0o HH(EKIUI0 WA MTHEBMOIIUCTHYIO ITHEBMOHUIO, IOJKHBI
MOJIy4aTh aIMKJIOBUP M KO-TPUMOKCO30J1 J0 TexX Top, moka yucio CD4 —
MMO3UTHUBHBIX JINMQPOIHUTOB He cTaHeT 6onee 0,2x 10/

* [locie mpoBeneHUs TepalvK aHAJIOTaMU MyPUHOB MAIlUEHTHI MOXU3HEHHO
JOJDKHBI TIOTyYaTh TOJIBKO 00JTydeHHbIe TeMOKOMITOHEHTHI.

Crnnenskmomusl.

VYnaneHnue cene3eHKH OBICTPO JIMKBUAMPYET LUTONEeHUI0, HO ymib y 20%
OOJBHBIX — Ha JUIUTEJBHBIA CPOK; Y OOJBIIMHCTBA K& 3PPEKT CIUIEHIKTOMUU
coxpaHseTcss MeHee lrojma c HeW30eXKHOW B JalbHEHIEM IPOTpPecCHei
3aboneBanus. B HacTosiiee BpeMs CIUICHIKTOMUS MMPUMEHSETCS OTPaHMYCHHO:
Ip¥  CHUMITOMHOH  TPOMOOLIMTOINIEHWH, TIpH  HEedDPEKTUBHOCTH  WIIH
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HeTIepPEeHOCUMOCTH JIEKapCTBEHHO!N TepaIuy, MPU OCIOXKHEHHSX CITICHOMETaInu
(nHOapKTHI, pa3pbIB), a TAK)Ke MPHU BbIpakeHHOW cruieHoMeranuu (6onee 10 cm
HIDKe peOepHOM IyTrH), COYeTAIoUIelCsl ¢ HE3HAYUTEeNbHBIM IOpaKeHHEM
koctHoro mosra [lII, CJ.

3. OueHka oTBeTa HA JICYCHHUE

Dddekr eueHUs TMPOSBISETCS TOCTEIIEHHO, IO Mepe YMEHBIICHUS
TUMQPOUTHOW MHDHUIBTPAUA B KOCTHOM MO3Te M celie3eHKe W MMapaljieIbHOTO
BOCCTaHOBJICHUS JIEMEHTOB HOPMAIBHOTO KPOBETBOPEHUS, IOATOMY CYIUTH 00
3(OPEeKTUBHOCTH Tepanmuu HEoOXOAMMO IO JWHAMHUKE JIabopaTOPHBIX
nokasaresei U pa3MepoB Celle3eHKH B TeUeHUE ATUTENBHOTO TIepro/ia BpeMeHH.

Tak, orteHka 3¢(heKTUBHOCTH MTPUMEHEHUsT HHTepdhepoHa-0 MPOBOAUTCS HE
paHee yeM depe3 8 Hellenb TOCJe Havala ero npuMeHeHus. [Ipu 3ToM Ha QoHe
npuMeHeHusT  WHTepdepoHa-o.  eme 70  yYMEHbIIeHHs  JUMQOIUTO3a
YBEJIMYUBAIOTCS YUCIIO TPOMOOIIMTOB M YPOBEHb IeMOTJIO0MHA, YMEHBIIaeTCs
pa3Mep cele3eHKH 3a CueT CHUKEHUS CTeNeHU MHOUIBTPAIMH KOCTHOTO MO3Ta
M CeJie3eHKH OIyXOJIEeBBIMU JMMQonuTaMu. Tepanus cunutaeTcs: 3¢HeKTUBHON
MpyH  HAIWYWAW TIOJIOKUTEIHHOW JTWHAMUKHA TIO BCeM WJIH HECKOJIbKUM
napameTpaMm (yYMeHbIIICHHE IIMTOMEHUH, JUMGOINUTO3a ¥ MOHOLUTOIECHUH,
COKpallleHHe pa3MepoB Celie3eHKHM M BHCLepalbHOU JmMbaneHonartuun). [lpu
CHIDKeHMHM JuMdoruTo3a B KpoBu TmpuMepHo g0 50% mnpumeHeHwue
uHTEephEpOHa-0. 3aBEPIIAIOT W TPOBOAST KypC XUMHUOTEpAlWHM aHaJIoraMu
IIypUHOB.

Ha ¢one kypca nedyeHus aHajsoramu IypuHOB OTMEYarOTCsl 3aKOHOMEpHasi
TUMQOTICHNUs, U OAHOBPEMEHHO MPUPOCT TPOMOOILIMTOB M YPOBHS IFeMOIJIOOHHA.
B TeueHue mepBoro mecsiia oTMedaercs yBelndeHHE (OPMEHHBIX DJIEMEHTOB
KpOBH, OJHAKO IIOJHOE BOCCTAaHOBJIEHHE TIe€MOIPaMMbl MOXET NOTPeOOBaTh

HCCKOJIbBKUX MECALICB, II03TOMY IIPpU HAJIHWYUHU MMOJIOKUTEIbHON JIMHAMUKU
OKa3aTeJied KPOBH MOJHOTA KOCTHOMO3TOBOM peMUCCHHN OLCHHUBACTCA HE

paHee, UeEM Uepe3 6-12 MCCALCB IMOCJIC OKOHYaHUA XUMHUOTCPpaIlluu.

Kputepun pemuccun u  pesuayaiqbHOW  (OcTarouHoi)  Oose3HH
OOJIBIIMHCTBOM HCCIIeI0BaTENeH MPUHSITHI CIeAYIOIIHe!
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Tlonnasg pemuccus:

* OrcyTcTBHE IUTONIEHUH: TeMorioouH > 120r/i; Heittpodunbr > 1,5x 10° i
tpombGonuTel > 100x 10/

e OrcyTcTBUE OpraHOMETAlIMW. HOPMalld3allisl  pa3MEpPOB  CEJIC3eHKH,
BUCIIEpaTbHBIX JIUM(POY3IIOB.

*  OTCcyTCTBHE «BOPCHUHYATHIX» JHUMQOIUTOB B TepUPEPUUESCKON KPOBH U <
1% B KOCTHOM MO3TE€.

Hexoropsle ucciaenoBaTean BBIACIAIOT MOJHYIO PEMUCCHUIO C PE3UAYaIbHOU
Oosne3Hplo — mpu Hamuuuu 1-5% ®opcrHYATHIX» JTUM(OIUTOB B KOCTHOM

MO3TI€C.

YacTtuuHas peMMCCHSL.

e OrcyTrcTBUE IUTONEHUHU: reMoriaooun > 120r/i; Herpodmisr > 1,5 X lﬁln;
TpomGormTel > 100 X 16/,

* VYMeHblIIeHHE OpraHOMerajinyd U WHQUIBTpalud KOCTHOTO Mo3ra Oojiee yem
Ha 50%.

* OTcyTcTBUE «BOPCHHYATHIX» JUMQOIIUTOB B Tepu(epuueckoid KpOoBU, HO
>5% B KOCTHOM MO3re.

VYiaydmieHueM cudTaeTcsi HOpMallM3allds OJHOTO M3 IapaMeTpoB 0e3
YXYILIEHUS APYTHUX.

JUIMTeIbHOM cunTaeTcs peMHucCCHA JOJIbIIC 5 ner.

Ponbs MUHUMaANBHOM ocTaTouHOM 0osie3nu nmpu BKJI:

HecmoTpst Ha oO4YeHp XOpOolIMK KIWMHWUYECKHW OTBET Ha TEpaInio
MEeHTOCTaTUHOM U KJIaJpUOMHOM, W3BECTHO, YTO MPaKTHYECKH Yy BceX
MAIlMeHTOB TOCJe OKOHYAHUS JICUCHUS olpeJieNisieTcsl MUHUMAaIbHAsI
ocrarouHas Ooine3nb (MOB). Ilpm omeHke KadecTBa PEMHUCCHH TIOCIHE
MPOBeICHHOW Tepanuu Juiss BbisiBIeHUS MODB OTHOTO THCTOJIOTHYECKOTO
MCCIIeI0BaHUS KOCTHOTO Mo3ra HeJI0CTaTOYHO, POBOJIUTCS
MMMYHOTHCTOXMMHYECKOE HCCliefoBaHWe C Hcmoib3oBaHueM antu — CD20
aHTUTENa IS BBISBICHHUS OCTATOYHOM MOMYJSUK B—1uM@ounToB, KOTOphIe
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MOTYT pacroyiaraTbcsi kKak kiactepamu (6osee Tpex CD20 — mo3suTHBHBIX
TUM(OUTHBIX KIETOK), TaK ¥ TUPPY3HO.

JlaHHBIE HEKOTOPBIX HWCCJIEeNOBAaHUM I[OKa3ajid, 4YTO MpPH MPOBEICHUH
tepanuun BKJI ananoramMmu mypuHOB B KOMOWHAIMHU ¢ puTykcumaoom, y 90%
MAIMEHTOB P MTOMOIIY MOJIEKYJISIPHBIX U UMMYHOJIOTHYeckux TectoB MOb He
BbIsiBIIsieTcss. B To ke Bpems mponeMoHcTpupoBaHo, 4yTto MObB Moxer
BBISIBJISITHCS y OOJIBHBIX Ha MPOTSHKEHUH MHOTHX JIeT 0e3 MPU3HAKOB pelnIuBa
U nporpeccun 3aboneBanus. Takum obpazom, mosiHas spaaukauus MOb He
NOJKHA SIBIATHCS 1enbio JedeHnst BKJI B pyTHHHONM KIMHUYECKON MPaKTUKE.

4. Tepanusi peuuAUBOB H peppaKkTepHbIX (OpM

BonbIMHCTBO MalMEeHTOB, MOJYYaBIIMX TEPANUIO aHAJIOraMu IypUHOB, B
cllydyae BO3HMKHOBEHHS pelu]uBa 3a0o0JieBaHMsl JOCTUTAIOT TMOBTOPHOM
pEeMHUCCHMU KaK MpU Tepanuu MEeHTOCTaTUHOM, TaK W KilaapuOuHOM. BbriOop
npenapara JUisl Je4eHUsl peluIuBa 3aBUCUT OT MPOAOJKUTEIBHOCTU IEepPBOM
pemuccun. Eciam ona gummunace MeHee 2 €T, pPEeKOMEHIyeTcs 3aMeHa
MEHTOCTaTHHA Ha KIaJpuOuH (M HA0OOPOT), BBUAY OTCYTCTBHS TEepPEKPECTHOU
PE3UCTEeHTHOCTU Mexay HUMHU. Eciu pemuccust Obuia JJIMTEIBbHOM, BO3MOYKHO
IpUMEHEHHUE MpernapaTa, KOTOPbI KCIOJIb30BaJICS B NEPBOM JIMHUM JICUCHHUS.
Bue 3aBucuMoCTH OT BBIOpaHHOTO TIpemapaTa, MpU JIEUCHUU peluanBa
PEKOMEHOBAHO nobaBiieHue puTyKCcHMMaba, 0COOEHHO ecim
NPOJOKUTEIFHOCTh ~ TepBOM  pemuccun  Obutla  MeHee S JieT.
[IponoKUTENBHOCTh JAOCTUTHYTBIX TIOJHBIX PEMUCCHM HE 3aBUCHUT OT
KOJIMYeCTBa JIMHUMA MpeAllecTBYIOlIed Tepanud, OJHAKO YHMCIO OOJNBHBIX C
MOJIHBIMU PEMUCCHUSAMHU OT Kypca K KypCy YMEHbIIAeTCS.

IIpn penkux ciuydasx pesucteHTHOCTH BKJI k kmampubuny w
MEHTOCTATUHY, MOXKeT OBITh PEKOMEHIOBAaH OJUH W3 CIEAYIOIUX BapHaHTOB
nedyeHus (MK UX TOCIIeI0BaTEIbHOE TPUMEHEHHE):

o JloGaBileHHe K aHAJIOTY IypHHA pUTyKcHMaba 375Mr/M? OfiiH pa3 B HeJIelIto
B Teuenue 2 Mecstes (8 Beenenuii) [lIl. CJ.

* Unrepdepon-o. 3 man ME/neHb 10 AOCTHIKEHHsSI MAaKCUMAJIbHOTO OTBETa C
MOCIIEAYIONIUM TIepEeX0I0OM Ha BBeJIeHUE 3TO# 103kl 3 pasa B Hezemo [IV, CJ.
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* bengamyctun 90 - 70Mr/M? B 1 - 2 tam, Beero 6-8 BBeNEHUI © WHTEpBaJIOM
28 nHe#, NpeanoYTUTENIFHO B COYeTaHUU ¢ pUTyKcuMadbom 375 mr/mM® B 1
neHsb, 6 kypcos [V, C].

B kayectBe anprepHaTWBBl IIpu pe3ucTeHTHOM TedeHnn BKJI wuzydaercs
npuMeHeHue antuten anTu-CD22u antu-CD25.

IIpu pesuctentrom Teuenun BKJI (B ToOM uuciie mpu pe3suCTEHTHOCTH KO
BCEM TMEPEYHCICHHBIM CXeMaM JIeYeHHUs) HMEeTCS MOJOXKUTEIbHBINA OIBIT
JNOCTW)KEHUSI TOJHOM peMHUCCHHM TpU TMPUMEHEHWH WHTUOUTOpa MYyTalluu
BRAFVG600E - mpenapara Bemypadenu6. Ilpemapar mokazaH TOJIbKO NpU
noATBepkAeHUN y manveHTta Hanuuus mytanuun BRAFVG00E. Bemypadenu6
Ha3zHavaeTcss BHYTph B no3e 480 mr/cyr B TedeHme 2 Mec, ¢ KOppeKIuei
Teparnuu B 3aBUCUMOCTU OT IOCTUTHYTOTO 3¢ deKTa.

5. /luarHocTUka u jJedyeHue BapuaHTHoro BKJI

Bapuantueii BKJI B mocnemnedd  kmaccudukanmum  BO3 2008
paccMaTpuBaeTcsi  Kak OTHeNbHass Ho3oJorudeckas Qopma B paznene
«Heknaccudunupyemas numdomallieiko3 Celle3eHKH», BMECTe C JIUMQPOMOi
KpacHoi myJbmbl cene3eHku. Bapuanthsiii BKJI eme Gonee penkas matosiorus,
yeM Kjaccuueckas ¢opma 3abosieBanus U cocrtasisgeT npuMmepHo 10%ot Beex
ciayuyaeB BKJI. Uerkoe pasrpannuenue BapuaHTtHoro BKIJI oT knaccuueckoro
BKJI u or numdombl KpacHOW MyNbIbl CeJIe3eHKU YacTO MpelCTaBisieT
npo0sieMy, BBUAY CXOJICTBA KIMHUYECKOW KAPTUHBI U MHOTUX JHUArHOCTUYECKUX
napaMeTpoB.

Knunnyeckue nposiBneHuss kinaccudeckoi u BapuaHTHOW BKJI B o6mux
yeprax CXO0XH, OJHako mnpu BapuaHTHbii BKJI wame mnporekaer ¢
JTeHKOUTO30M U a0CONIFOTHBIM JIUMQOLUTO30M, 6e3 MoHouUuToneHnu. KocTHbIi
MO3T OOBIYHO THUIEPKIETOYHBIH, C MHUHUMAJIBHBIMUA Tpu3HaKamu (uodpo3sa.
Mopdonorudeckn «BopcuHYaThie» TUMGOIUTH Tipu BapuanTHOM BKIJI nMetot
OoJbIIIee CXOICTBO C MPOIUMQPOLUTOM, HUX SAPO YACTO COAEPKUT 1-2 KpymHbIe
HYKJICOJIBI.

Hns ¢enoruna BapuantHou ¢opmel BKIJI, B oTnuume oT kimaccuyeckoit
dbopmbl BKJI, xapakTepHo otcyTcTBHe 3Kkcnipeccun CD25, CD123npu Hanuuuu
sKcmpeccun octalnbHbIX TUNUYHBIX 111 BKJI mapkepor: CD19, CD20, CD22,
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CD11c, CD25, CD103, FMCKpome storo, npu BapuanTHoM BKJI oGbraHO
orcytctBytoT TRAP 1 Annexin Al.

Taxxe mist BapuanTHoro BKJI, B oTiimuue OT Ki1acCHYecKOTo, XapaKTepHO
orcytctBue myTaiuu BRAF V600EB neiiko3HBIX KIeTKaX.

Jleuenne BapuanTHOU (popmbel BKJI mo Hacrosiero BpeMeHU OJHO3HAYHO HE
ONpeielIeHO. Bcenencteue penkoctu  3abojieBaHUsS  paHIOMU3MPOBAHHBIX
KIIMHAYECKUX WCCIICIOBAHUN TO CpaBHEHUIO DS(PGEKTHBHOCTH Pa3TUIHBIX
MeTonOB JieueHus npu BapuaHTHOM BKJI He mnposeneno. I[lo nanHHbIM
OOJBITMHCTBA WCCIIeIOBATENEH, aHAIOTH ITyprHa MeHee 3G (EeKTUBHBI, U Yalle
NO3BOJIAIOT ~ JOCTUYb  JIMIIb YAaCTUYHOM pPEMHCCUM WM  YJIYYLIEHHS.
Hcnoneiyrores BCE BbIIIENIePEYNCIIEHHbIE METO/IbI JedeHus,
MPEeANOYTUTENIbHBIM CUUTAETCSl COUeTaHHWEe aHajora MypuHa ¢ PUTYKCHMaOOM.
[Ipumensiercst gnutenvHass Tepanus wuHTephepoHoM-o. [lpu BeIpakeHHOM
CIJICHOMETaJuu B T[E€pBOM JIMHUM JIEUYEHUS] HCIIOJB3YIOT CIUIEH3KTOMHUIO.
Nzyuaercs apdextuBHOCTD Nedenust antutenamMu aHTu-CD22 n antun-CD25. Y
MOJIOBIX TMAallMeHTOB BO3MOXKE€H BapUaHT JIEUEHHS C TPUMEHEHHEM
TpaHCIUTAaHTaIMs KOCTHOTO Mo3ra. He moka3zano npuMmeHeHune Bemypadennda, B
cBs3u ¢ otcyTcTBUeM myTtariuu BRAFV600Enpu Baprnantaom BKJL.

I[punoxenne: CxemMbl Tepanuu
1. Uurepdepon-a

CraHnapTHbld pexxuM mpuMeHeHus uHTtepdepoHa-o — 3 miiH ME x 3 paza B

HEJeIIO MOIKOXKHO.
* Ilpu rmybokoii neiikornenun — uHTepdpepon-o 1 maa ME x 2-3 paza B
HeJIeo.
* Ilpu oTcyTCTBHUM JNEHKONIEHUH U yIOBIETBOPUTEIHEHON MEPEHOCUMOCTH —
BO3MOKHO Ha3zHaueHue nHTephepona-o 3 MitH ME X exenHeBHO.

2. Knagpu6usn

CTaHI[aDTHBIﬁ PEXHM IMTPUMCHCHUA KJ'[aI[DI/I6I/IHa:
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e 0,Imr/kr/cyT x 7 nHei TTOJIKOXKHO .
WA

* 0,14wmr/xr/cyT x 5 nHeit IO IKOKHO .

* BO3MOKHO BBCACHUC KJ'IaI[pI/I6I/IHa B BHUJIC IIOCTOSIHHOM HJIX I[BquaCOBOﬁ I/IH(I)y3I/II/I

[TpoBoautest 1 kypc.

BapuaHT pexuma IpUMEHEHUs KJ'IaI[DH6HHa — IIpu TPOBCACHHU KypCa ¥y

O0JIBHOTO C TITyOOKOM HEHTponeHueH:

* 0,14 mr/xr/aenr x 1 pa3 B Hememo X 6 Hemelnb B BHJAE IOAKOKHOM
WHBEKIIMH WU ABYX4YaCOBOW BHYTPUBEHHOW WH(DY3HH.

3. Knaapu6un + purtykcumaé (CR)

Kiaapubus B OHOM 13 yKa3aHHbBIX pexuMos (1 kypc) + purykenmab 375mr/m?
Ne 4 — 8 0o3MOXKHBIN WHTEPBAI MEXIY BBeIEHUSIMHU pHUTyKcuMaba — oT 1 Hex
1o 3 Mec).
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