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Penensus Ha pedepar — 3TO KPUTHYECKHH OT3BIB O MPOBEIEHHOM CAMOCTOATENHLHON
paboTe OpAMHATOpa C JIMTEPATYpON MO BBIOPAHHON CHENHMATBHOCTH OOYUEHMs, BKIIFOUAIOLIH
aHaJIN3 CTEIIEHHU PACKPBITHUS BEIOPAHHOW TEMATHKH, TIEPEUHCIICHAE HEJIOYETOB U PEKOMEH IAIAi
TIO OTICHKE.

O3HakoMUBIIUCH ¢ pedepaToM, MpenogaBarens yOeKIaeTcs B TOM., YTO OPAHHATOP
BIIaJieeT OITMCAHHBIM MaTepPUAIOM, YMEET ero aHaIW3HpPOBaTh M CIIOCOOEH apryMEHTHPOBAHHO
3allMINaTh CBOIO TOYKY 3peHus. Hamucanue pedepara Mpou3BOIUTCS B MPOM3BOIBHON (opMe,
OJJHAKO aBTOP JIOJDKEH [PUICPIKHBATE OMPEICICHHBIX HETJIACHRIX TPeOOBAHHH 110 COJAEPIKAHMIO.
Jlts Gonbluero yao0cTBa. SKOHOMHM BPEMEHHM W TOBBIIIEHHS HATJSHOCTH KadecTBa pador,
HaMH BBEJIeHbI CTAHIaPTU3HPOBAHHEBIE KPUTEPHH OIIEHKH pe(epaTos.
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1. Kparkas ungopmauus

1.1. Onpeoenenue

Xponnueckuit mumdouteiikos (XJLT) u numdoma u3 Manbix mumboumtos (JIMJII) -3T0 B-
KJICTOYHBIE OITYXO0JIM U3 MEITKUX JTUM(OUTHBIX KIETOK. XpOHUYECKUH TUMDOIICHKO3 1
muMpoMa 13 MATBIX JIMM(OIIUTOB OHOJIOTHIESCKH TPECTABIISIOT COOO0M OHY OITyXOJIb.
OTtnuune Mexy HUMU B TOM, uTo ipu XJ1JI B KpoBU MMeeTcst 3HaUnTEIbHBIN JIMM(OIIHUTO3
(5000 monOKIOHANMBHBIX B-mumdonuToB), Toraa kak npu JIMJI knuangeckn Mmanu(ecTHOTO
TUMQOIUTO3a HET, HECMOTPS HAITOPAKEHUE TIMM(PATUIECKHUX Y3JI0B, CEJIE3€HKH, KOCTHOTO
Mo3ra.

1.2. Dmuonocus u namoeenes

Ortuonorus XJIJI Hem3BecTHa, 00CYkAaeTCs POIb PETPOBUPYCOB M F'€HETHUECKUX (PaKTOPOB
XJIJI obycnoBien npoaudepanreil KJIoHa TpaHCHOPMUPOBAHHBIX JIUM(POLUTOB, YTO TPUBOJUT
K YBEJIMUEHUIO TUMPATUUECKUX Y3JI0B, IPYTUX JTUMGPOUIHBIX OPraHOB, IPOTPECCUPYIOIIEH
J'II/IMCI)OI/I)IHOI\/'I I/IH(I)I/IJ'IBTpaHI/II/I KOCTHOT'O MO3ra € BBITCCHCHUEM HOPMaJIbHOT'O KPOBETBOPCHU A

[1].
1.3. Dnuoemuonocus

XJIJI - camblid yacThIi BUJ JIEMKO30B Y B3POCIbIX. B €Bponeickux cTpaHax ero 4acrora
coctasiisieT 4:100 000 B rog 1 HEMOCPEACTBEHHO CBA3aHA C BO3pacToM. Yiul crapiie 80 et
oHa coctasiisgeT > 30:100 000 B ron. Meauana Bo3pacta Ha MOMEHT YCTAaHOBJICHHS JUAarHO3a B
€BPOTEICKUX CTpaHax - 69 net [2 - 5]. B Poccutickoit ®eaepanun XJIJI BeisBIsICTCS peke: B
2016 r. 3aboneBaeMocTh coctaBmia 2,95:100 000 Hacenenus, MearaHa Bo3pacTa HA MOMEHT
YCTaHOBJICHHUSTHArHO3a cocTaBmia 68 ser [6].

1.4. Kraccugurayus

XJIJI moxet kinaccuuIpoBaThCs MO CTAIUSAM, a TAKXKE 0 TpyIIaM pucka [7].
CraaupoBaHue

Craguro XJIJI ycTaHaBnMBarOT HA OCHOBAaHUHU (PU3UKAIBHOTO MCCIEAOBAHUS U aHATN3a KPOBH
o kputepusam J.L. Binet (Tabm. 1) [7]. KomnbroTepHas Tomorpadus, peHTT€HOBCKOE
uccnenoBanue u Y3U s ycranoBneHus ctaauu Hetpedyercs. CTaaus KOHCTaTUpyeTcs Ha

TGKYH_II/Iﬁ MOMCHT, YKa3bIBACTCA B INAI'HO3C U OPUCHTUPYCT B MIOKA3aAHUAX K TCPAIINU.

Taomuia 1. Cragnu XJUJI mo Binet

Cranus XapakTepucTHKa
I'emorno6un > 100 r/m, tpomOGoruter > 100 X 109/n, mopaxeno < 3
A TuMdaTndeckux obnacren <*>


https://legalacts.ru/doc/klinicheskie-rekomendatsii-khronicheskii-limfoleikoz-limfoma-iz-malykh-limfotsitov-utv/#100368
https://legalacts.ru/doc/klinicheskie-rekomendatsii-khronicheskii-limfoleikoz-limfoma-iz-malykh-limfotsitov-utv/#100369
https://legalacts.ru/doc/klinicheskie-rekomendatsii-khronicheskii-limfoleikoz-limfoma-iz-malykh-limfotsitov-utv/#100372
https://legalacts.ru/doc/klinicheskie-rekomendatsii-khronicheskii-limfoleikoz-limfoma-iz-malykh-limfotsitov-utv/#100373

I'emorno6un > 100 r/m, tpomGommter > 100 X 109/n, mopaxeno > 3
B muMQaTHIECKUX 00nacTel <*>
C I'emorno6un < 100 r/n unu yposens TpombouuToB < 100 X 109/1

1.5. Krunuueckas xapmuna

3aboneBaHne MOXKET MPOTEKATh OECCUMITOMHO WM MPOSBISATHCS JTUM(aIeHOIATHEMH,
YBEJMYEHUEM MHUHIAINH, CIUIEHOMETaJlie, renaToMeraueiiu HeceupuIecKuMH
CUMITOMaMH, 00YCIOBJIEHHBIMU aHEMUEHN (YTOMIISIEMOCTb,HEJOMOTaHHUE), UMMYHOCYIIpECCUE
(Hanmpumep, TUXopaaka), tHTOkcukanueu (B-cummnromsl - muxopaska Baiie 38 °C 6omee AByx
Hezenb noapsj 0e3 MpU3HAKOB BOCHAJIEHUs; HOUHbIE Tpody3HbIe MOTHI; noxyaaHue Ha 10%
MAacchl TeJa 3a mocienHue 6 Mecsies).

2 JIMarHocTHKA

2.1. JKanobvl u anammnes

- ¥V Bcex manueHnToB ¢ nogo3penrem Ha XJIJI/JIMJI unu Beisenenasim XJUI/JIMIInpu
MEPBUYHOM TPUEME PEKOMEHIyeTCsl COOp aHaMHe3a | Kajo0 mpu 3a00JIeBaHHUSX OPraHOB
KPOBETBOPEHUSI U KPOBH TSl BepuHUKAIUHU Truaruosa [7].

2.2. ®Quzurxanvnoe obcredosanue

- ¥V Bcex nmanueHnToB ¢ noao3penneM Ha XJIJI/JIMJI unu BeisinennsivM XJUJT/JIMIT ipu
MIEPBUYHOM HWJIH TIOBTOPHOM IMPHEME, TIPH OLICHKE PEMHUCCHH Yepe3 2 MecsIia Mocie 3aBepIeHuUs
Tepamnuu, TPy KOHTPOJIBHBIX 00CTIEA0OBAHUAX, U TP TTOJA03PECHUH HA PEIUINB 3200 1eBaHUS
PEKOMEH/TyEeTCS BBITIOJIHEHHE BU3YAJIbHOTO OCMOTpPA TEPANeBTUIECKOTO, MaIbITAI[IN
TEepPaneBTHYCCKON U ayCKYJIbTAIIMK TEPANICBTUYCCKOMN JJI1 YTOUHEHHUS PACIPOCTPAHEHHOCTH U
TSDKECTH TeueHus 3aboneBanus [7]. [Ipu ocMoTpe HE0OX0AUMO OIICHUTH O0IIee COCTOSTHUE
nanuenrarno mkaie ECOG, a Takke 0CMOTPeTh MUHIAJTUHBI U TTOJIOCTh PTa; MaJIbIAIUs T0JDKHA
BKJIFOYATh B c€0s MaJbIAIMIO BCEX JOCTYIHBIX I'PYII MepUPEepUIECKUX TUM(ATUUECKUX y3JI0B,
MEeYEHH, CEIC3EHKHU.

IIIKAJIA OLHEHKHU OBIIETO COCTOSAHUA TAIIUEHTA ECOG (Eastern
Cooperative Oncology Group)

0- boibHOW  MOJNHOCTBIO  AKTHBEH,  CIIOCOOGH  BBINOJNHATH  BCE, Kak U [0
3a00JeBaHUs

1- BosibHOM HECTIOCOOEH BBINOJIHATH TSHKETYH0, HO MOKET BBIIIOJHSATD JIETKYIO MU

CHIITUYIO paboTy.

2- bonpHOM nednTcst amMOynaaTOpHO, CIOCOOEH K €aMOOOCTYKHBaHWIO, HO HE

MOJKET BBINOJHATE paboTy. bonee 50% BpeMeHU MPOBOAUT aKTUBHO.

3- bonbHOH crocoOeH NMuIllb K OTpaHUYEHHOMY CaMOOOCTYKMBAaHUIO, TIPOBOAUT B



Kpecine uin nocrenu 6osee 50% Bpemenn 60APCTBOBAHUS
4- VluBanu, COBEpPUICHHO HE CMOCOOEH K CaMOOOCITy)KMBAaHUIO, TMPHKOBAH K
Kpeciy WIN NOCTEeNN

2.3. Jlabopamopnas ouaznocmuxa

- ¥V Bcex manuenToB ¢ nopo3penuem Ha XJUJI/JIMJI unn BeisBnennsiv XJUJT/JIMITnpu
MIEPBUYHOM HJIM TIOBTOPHOM NPHEME, TIPH OIIEHKE PEMHUCCUH uepe3 2 MecsIa 1ocie
3aBCPUICHUA TCPAIIUU, IIPHU KOHTPOJIBbHBIX O6CJ'IC)10BaHI/I$IX, U IIPpH NMOJ03PCHUHN Ha pCUUANB
3a00JIeBaHUSI PEKOMEH IYETCS BBIIIOJHUTh PAa3BEPHYTHIN KIMHUYECKUM aHaIU3 KPOBU C
OTIpe/IeICHNEM reMOTJIO0NHA, S)PUTPOIIUTOB, TPOMOOIIUTOB, JICHKOIIUTOB, TIOACYETOM
JeHKOUTapHOU (POPMYIIBI M KOJIMYECTBA PETUKYJIOLUTOB Ui BepU(UKaLUK AUAarHO3a,
YTOUHEHHS aKTUBHOCTHU 3a00JI€BaHMsI, BO3SMOXKHOCTH TIPOBEICHUS TepaIliy W/ WM (B CITydae
paHee MPOBE/ICHHOM Teparum) - pa3BUTHS HEXKEIATSIIbHBIX SIBJICHUN JieueHus [ 7].

B okpamennsix npenaparax nepudepudeckoit kpou kinetku XJIJI umeror Mopdosoruto
MaJTBIX JTUM(DOITUTOB C Y3KUM 000JIKOM IIUTOIIIIA3MBI, TUIOTHBIM SIIPOM, TJIBIOYATHIM
XpOMAaTUHOM, 0€3 OTYETIUBOTO sAApHINIKa. Pexxe BcTpedaeTcsiMopdoIorusi akTHBUPOBAHHBIX
TUMQOIIUTOB - ¢ 60JIee MUPOKUM 000 IKOM IIUTOTIIA3MBI CHHETO 1[BETA U KPaeBOU
6azopunueit. na XJIJI xapakTepHO BBISIBJICHHE B KPOBU Pa3pYIIEHHBIX KJIETOK - TEHEH
I'ymnpexra. IIpu BeisiBieHuu 6osnee 55% nponuM@onuToB B KPOBU AUArHOCTUPYIOT
poIMMQOIIMTAPHBIN JI€iK03, BapuaHT KOToporo (B- wium T-kineTouyHslii) ycTaHaBIMBACTCS
IPH UMMYHO(DEHOTUITUPOBAHUH.

- IIpu mogo3pennu Ha XJIJI y manmentoB ¢ mumdorro3om 6osee S000 B-
JTUMQOITUTOB B MKJI PEKOMEH/IYeTCS BHIITOJHUTh UMMYHO(DEHOTHITHYECKOE
uccnenpoBanue muM@onutToB Kposu (MDT) MeTom0M MPOTOYHON TUTOGIIYOPHUMETPHH C
1eJIBbI0 BeprdHKanuu auaraosa [9].

Juarno3 XJIJI ycraHnaBiuBaroT 1pu BbIsiBIIeHHH B KpoBH >= 5000 B-mumdoruTos 1 MK
nepudeprudeckoil KpoBH, MPHU YCIOBHUH, YTO JIUM(OIUTO3 coXpaHseTcst 6ojee 3 MecsIeB.
Knaccuueckuii penotun xinerok XJIJI xapakrepusyercs skcnpeccrueit B-kieTounbix
antureHoB CD19, CD20, CD22, CD79b B coueranuuc "T-knerounbiM" Mmapkepom CD5 u
akTUBaMOHHBIM - CD23. OnyxoJieBble KIETKU SKCIPECCUPYIOT OJIMH THUII JIETKOU LIeTIH
MMMYHOTJIOOYJIMHOB (Karma uid JsmMo/1a).

VY 3 - 5% nanuentoB ¢ XJIJI u JIMJI pa3zBuBaetcst nuddysnas B- kpynHokiaerounas sumpoma
i muMpoma XopxkkuHa. [losBienue



KpynmHOKJIeTOuHOH uMpombl Ha Gone XJIJI HazpiBaeTcs cunapomom Puxrepa. Cunapom
PuxTtepa KOHCTATUPYETCS TOJIBKO HA OCHOBAHUH FMCTOJIOTMYECKOTO UCCIIETOBAHMSL.

- Beem nepBuunbiM narpentam ¢ XJUJI/JIMII nepex npoBeaeHueM nepBOi JIMHUH
MIPOTUBOOITYXOJIEBOM TEpay PEKOMEH/IYETCs BBITIOJIHEHUE aHAIN3a KPOBH OMOXUMUYECKOTO
(JIAT', moueBast KHCIOTa, MOYEBUHA, KpEaTUHUH, 00Iui 6enok,anp0ymuH, ommnpyons, ACT,
AJIT, menounas ¢pocdaraza, Kajuid, HATPHUH, XJIOP,KATBINN, MUKPOTIOOYIIUH).

- Bcem mnepBuunpiM mammeHtam ¢ XJUI/JJIMJI mepen mpoBeaeHHWEM TEPBOW  JTMHHUU
IIPOTUBOOITYXOJIEBOM TEpaluy PEKOMEHAYETCS BBIIIOJIHEHUE KOAryJIOrpamMMbl JJIsl YTOUHEHUS
COCTOSIHUS MAllMeHTa U BBIPAOOTKU TepaIuu.

-Bcem nmarmmentam ¢ XJIJI/JIMJI nepen nposenenueM Tepanuu aHTH-CD20 anTrTeIaMmu uimm
NOpyTHHHOOM, PEKOMEH/TYETCS BHITIOJITHEHHE PA3BEPHYTOTO BUPYCOJIOTHIECKOTO 00CIIEIOBAHNUS
JUTSL BBISIBIICHUSI MApKEPOB BUpPYyca renatuta Be 1menpio yToUHeHHs prcKa U B ClTydae
HE0OX0IMMOCTH TTPO(DUIAKTUKA PEaKTUBAIIMU BUPYCHOTO IeMaTHTA.

buorncus kocTHOrO MO3ra SBISETCS HE 00s3aTEIPHOM, HO JKeJIaTeIbHOW TPOLeypOoit Tiepe
HayajoM Tepanuu. XpoHUYecKuil INM(OIeHKo3 HEPEIKO COYETAETCS C APYITUMH OITyXOJISIMH,
KOTOpbIE MOTYT METaCTa3UpPOBaTh B KOCTHBIMMO3T U BBISABJIATHCS TOJIBKO 110 OMOIICHH U JaXKe
OBbITh TPUYMHON HUTONIEHUH.

2.4. Uucmpymenmanvnan ouaznocmuxa

- Bcem nmanmentam nepes Hadanom Tepanuu XJIJI/JIMJL, mepen Hauaaom Tepanuu,mpy OrieHKe
peMuccHu uepe3 2 MecsIa ocie 3aBepuieHus Tepanuu (€Ciy B TPYAHON KIETKE UCXOIHO
MMENHCh 04aru 00JIe3HH), a TAKKE MPH MMOJ03PEHUH HAa PELUINB 3a00I€BaHHs pEKOMEHIYeTC s
paccMOTpeTh BO3MOXKHOCTh U Heo0xoauMocTh BeinoHeHus KT rpynHoil kineTtku, opraHoB
OpIOLIHOM MOJIOCTH U MaJIoro Ta3a (C KOHTPACTUPOBAHUEM) JJISl yTOUHEHUS HATUYUS U
pacrpocTpaHeHHOCTH JTUMbaICHOIATHH [7].

- [TanmmenTam ¢ noxo3penueM Ha XJIJI/JIMJL, nmu6o ¢ yctanoBieHHbIM auaranozoM XJIJI/JIMIL, y
KOTOPBIX UMEIOTCS KIIMHUYECKUE TIPU3HAKKA CHHApoMa Puxrepa, peKOMEHIyeTCs BBITIOJTHUTD
MO3UTPOHHYIO SMUCCHOHHYIO TOMOTpa(rI0 BCEro JUIAUCKIIOUEHUs TpaHnchopmaiuu 1udo Ams
BBISIBJICHHSI 30H C BEPOSATHON TpaHCHOpPMAITUECH.

25 HUnas ouaenocmuxa



- Beem manmenTam ¢ XJIUI/JIMJI nepen HayanoM repBoil ¥ BceX MOCIETYIOUINX JTHHUN
TEpANUU PEKOMEHIyEeTCSl IPU HAJIMYUU BO3MOKHOCTH IIPOBEICHUE IUTOTEHETUUECKOTO
uccnenosanus merogoM FISH na neneuunto 17(p) u onpenenenue myranuii rena TP53 s
OTIpE/IeNICHNUs IPOTHOCTHYECKOM TPYIIIBI UBBIPAOOTKH TAKTUKHU JIeUeHHUs [8].

- Beem manmenTam ¢ XJIJI/JIMJI Ha MOMEHT yCTaHOBIICHHSI TMarHO3a pEKOMEHIYeTCs
onpenenenue myraruu IGHV (Myramuu reHoB BapuaOelbHBIX Y9aCTKOB TSHKEIBIX MeTeh
MMMYHOTJIOOYJIMHOB) JUIsl YTOYHEHHS TIPOTHO3a 3a0osieBanus [8].

3 Jleuenne

3.1. Ioxaszanus x navany mepanuu B-xnremounozo xponuueckozo
aum@oneukosza

- Becem nanmenTam ¢ BepuduuupoanHabiM XJIJI/JIMII pekoMmentyercss Hadaio
crenu(puUecKoi Teparuu TOJbKO MpU HAIWYUH NTOKa3aHUH.

Oxoio 30% nanueHToB UMEIOT MEeAJICHHO Mporpeccupytomiee teuenne XJ1JI, mpuyem
MIPOJIOJKUTENBHOCTD UX JKU3HU OJM3Ka K oOmienonyasiuoHHol. HannuneTtaxoil rpymmsl
MAIMEHTOB JieJIaeT 000CHOBAHHOM TaKTUKY BBDKHMIATEILHOTO HAOIIO/IEHUS /10 MOSBICHUS
MMOKA3aHUH K Tepanuu.

3.2. Ilepsas nunus neuenus XJ1JI

[enu neveHus B epByI0 04Yepeab OMPENESIIOTCS BO3PACTOM, a TAKXKE YUCIOM UTSHKECTHIO
CONYTCTBYIOIINX 3a00JIeBaHUM. Pe3ynbTaThl KPYIMHBIX KIMHHYECKUX HccienoBannii 2000
roJIoB YOeIUTENIbHO CBUACTEILCTBYIOT O HU3KOH 3(P(HEKTUBHOCTH HIMMYHOXUMHUOTEPATUH Y
MaIUeHTOB ¢ Aenenueit 17p.

OnHako ATO MUTOTCHETHYECKOE HAPYIICHHUE BBISABIISAETCS 0 Tepaluy NEPBOM JTMHUH TOJIBKO
y 7% naruenToB. Yncio ManueHToB ¢ KIMHUYECKOW pepakTepHOCThIO (poTrpeccus Ha
(dhoHe jedeHns Wi OBICTPBIN PElUIMB) MPUOIU3UTEIBHO BABOE OoJibiie. B HacTosee
BpeMs O1aroapsi METO1aM ITyOOKOTO CEeKBEHUPOBAHMS YCTAHOBIICHO, YTO OOJIBITMHCTBO
ciydaeB pedpakTepHocTH 00ycnoBieHo yrpaToit TP53. IlosTomy ceroaHs BIOTHEHUS
FISH na nenernuto 17p HemoctatouHo. /[ Toro, ytoOb1 HACHTHGUIIMPOBATH HAMOOJIBIIICE
YHCIIO MAIIMEHTOB C YCTOWYMBOCTHIO K MMMYHOXHMHUOTEPANH, HEOOXOAUMO TaKXKe
uccinenoaTh mytauuu TP53. Hanuuue myTanum KOHCTAaTUPYETCS, €CIIA YHCIIO KIETOK C
mytauuei npessimaeT 10%.

Taxum 06pa3oM, pH NPOBEJCHNUN Tepanuy NEPBON JIMHUU MALUEHThI MOTYT ObITH
pacnpenesneHsl Ha TP TPYIIIIbL.



1. MMauuents: 6e3 nenennn 17p w/van myranuu TP53 ¢ XOpOIIMM COMaTHYECKHM CTaTycoM 0e3
COITYTCTBYIOIIUX 3a00J1€BaHui. B 3T0M rpynmne HeoOX0AUMO CTPEMHUTHCS K JOCTHIKEHUIO
110JIHOM peMuccuu. OCHOBOM J€UeHUs NAMEHTOB ITOU I'PYIIIbI SBJISIOTCS KypcoBas
UMMYHOXUMHOTepanus. B noarpynmne nmanuentoB 6e3 myranuii VH-reHoB KOMOMHALUS
nOpyTuHrOa 1 pUTYKCHMMaba OKa3ajiach 3HAYUTEIBHO Ooee 2(pPeKTHBHOM N MEHEee TOKCUYIHOM
1o cpaBHeHuto cpexkuMoM FCR. V nanuentos 6e3 myranuii VH-reHoB MOXKET paccMaTpuBaThCs
Tepamnusi HOPYTHHUOOM.

2. TlanueHTHI IPEKIOHHOTO Bo3pacTa (cTapiie 65 JIET) CO MHOKECTBOM COMYTCTBYIOIIUX
3aboJeBaHmii. B 3T0M Tpynme Hy>KHO CTPEMHUTHCS K JOCTHHKEHUIOA(D(PEKTHBHOTO KOHTPOJISI HAJ
OIyX0JIbI0, M30€rasi HeONpaBJAaHHON TOKCUYHOCTH.

AHaJOTy MypHHOB B 3TOM I'PYIIIIE JIYYIlle HE UCIOJIb30BaTh WIH

IIPUMEHATH B pEYLIUPOBAHHOM BHU/IE.

3. Hanuents! ¢ aenenueii 17p w/unu myranueii TP53, He3aBHCHMO OT BO3pacTa u
KOMOpOuAHOCTH. BBIOOpOM Tepanuu y 3TUX MAIMEHTOB SIBJISETCS HOPYTUHUO B MOHOPEXKHUME.

Y MoJ0/1bIX TAIIMEHTOB IPU BO3ZMOKHOCTH Tepanusi HOPYTHHUOOM JO0JKHA CITYKUTh
MMOJATrOTOBKOM K TPAHCIUIAHTALIMH AJUIOTEHHBIX CTBOJIOBBIX KJIETOK.

V mamuenToB CTapUYCCKOro Bo3pacta ¢ OpraHHbIMHA HEAOCTATOYHOCTAMH LCIIbJICUCHUS
naJlyimaTuBHasd.

CTaHIapTOM Tepanuu MepBOi JHHUHM Y MOJIOIBIX MAIIMCHTOB C XOPOIIUM COMATHYECKHM CTaTyCOM
(xpome marrienToB ¢ del(17p) w/wmm myrtarueit TP53)sBistercs peskum FCR (paynapabun™**
nukinodochamua™** purykcumad®*).

- [TanmenTam ¢ BepudunupoBanubiM XJLUJI/JIMJII monoxe 65 - 70 net 6e3 3HaUNMOM
KOMOPOUAHOCTH ((pU3MUeCKH aKTUBHBIE, HET TSHKEIIBIX COMYTCTBYIONINX3a001eBaHmil,
HOpMasibHas (PYHKIUS 1ToYeK) 0e3 nenenuu 17p wim myranuu TPS53,KoTOpsIM HE MOXKET OBITh
nposeieH pexkxnuMm FCR; B kauecTBe nepBOid JIMHUM PEKOMEHIYETCS] TPOBEICHUE
MMMYHOXUMHOTeparuu 1o cxeme BR (6engamyctun™** u purykcumad™*).

- [TanmenTam ¢ BepudunupoBanubiM XJLUJI/JIMJII monoxe 65 - 70 net 6e3 3HaUnMMOM
KoMOpOuaHOCTH 6e3 MyTanuii VH-TeHOB, mpy HaTMYUU BO3MOXKHOCTH BKau€CTBE OJIHOM U3
OTIIIMIA IEPBOI JIMHUU TEPANUU PEKOMEHIyeTCs Teparus HOpyTHHHOOM™* B MOHOpEKHUME WU B
KOMOHMHAIINH C PUTYKCUMaOoM™*.



- [ManmenTam ¢ BepupunupoanubiM XJIJI/JIMII crapiie 65 - 70 neT u naiueHTaMc TSHKEITBIMU
COITYTCTBYIOLTUMH 3a00JICBaHHUSIMU WJIM C YTHETEHUEM MOYeYHOH (yHKIuu 0e3 aeneunun 17p
ni mytauuu TP53 pexomenyercs npoBeieHue NEPBON JIMHUU TEPAIIUU 10 OJHOM U3
CJIENYIOLIUX CXEM, B 3aBUCUMOCTH OT IIPEAIIOYTEHUH U OIIbITA LEHTPA U JICYAILEero Bpaya:

1 XnopamOymmr** oouayTYy3ymMao**;2
bennmamyctun®* /- purykcumad™*; 3
NopyTtuHnO** /- purykcumad™* *;

4 Pexxum FCR-Lite;

5 Xnopambyua** purykcumab™*.

O06s13aTenbHa afiekBaTHas NpoUIaKTHKA HHPY3MOHHBIX peaklni (IpeMeauKanus
aHTUTMCTaMUHHBIMU IIpErapaTaMy U JeKCaMeTa30HOM B/B, BBEJIEHUE MIEPBOI 103bIB JBa 3Tala,
MpOPUIAKTUYECKUI 0TKa3 OT aHTUTUIIEPTEH3UBHBIX MTPEMAapaTOB) MO3BOJISET CIPABIATHCS C
MH()Y3UOHHBIMU peakuusiMU. B OONbIIMHCTBE CiIy4aeB OHM BOHUKAIOT TOJIBKO MPH MEPBOit
nH(py3uu oOnHyTy3ymMada™™, Tak kak runepauM@ornuTo3 0ObIYHO MOJHOCTHIO pa3peliaeTcs 3a
HEJIEINIO.

3.3. Buwibop mepanuu XJIJI emopoii u nociedyrowux AuHuil
Br160op tepanuu npu peruauBax XJIJ1 3aBUCHT OT crieayromux (akTOpoB:
- Tepanus MNepBOU JINHUU;

- BpeMs HACTYIUICHUS PELIUIUBA;

- KJIIMHUYecKas KapTUHa B PELU/IUBE.

B tepanuu penuauBa, Kak U B Tepanuu 1 JIMHUYU, IPUHIUIHAILHOE 3HAYEHUE UMEET
onpenenenue aenennn 17p u myrauuu TPS53. Yrpara pyakuuu TPS53 B penmanse
Habmonaercs y 20% nanuentos. [Ipu BoisiBnenun yrpatsl TPS53, kak uB nepBoi JIMHUH,
HauOoJee ONpaBIaHHOM SIBIIAETCS TEparus HOPYTUHUOOM™**, eclii OH HE MPUMEHSICS paHee.

- ¥V nanuenTtoB ¢ no3anuM peuugusom XJIJI/JIMII nocine uMmMmyHoxumuoTepanuu(> 24 mec.
MocJie MoCceAHeN Teparnun) Ipu oTcyTcTBUU Aenenuu 17p/myrauun TPS3 pekoMenayercs
OJIMH U3 CIIEJYIOUIUX BApUAHTOB JICUCHHUS:

- HIOBTOP HMMYHOXUMHOTCPAIINN 1 JIMHUH,

- aJ'ILTepHaTPIBHLIfI PCXKUM UMMYHOXUMUOTEPAIINN,



- uopyrunu6** /- BR;
- KOMOWHAIUs BEHETOKIIAaKCa U pUTyKcuMaba™**,

3.4. Conymcmeyiowas u conpoeooumenvhas mepanus

[TarmenTam ¢ XJ1JI Ha s1:000M 3Tane JiedeHusl, y KOTOPbIX BbIABISETCS UMMYyHOTTI00yauHa G
MeHee 5 I/JI 1 OTMEYAIOTCs pEIUIUBUPYIONIIe OaKTepuanbHble HHPEKINH, PEKOMEHIYeTCs
IIPOBEJICHUE MOCTOSIHHON 3aMECTUTENIbHON Tepaniy BHYTPUBEHHBIM UMMYHOTJIO0YIMHOM JUIs
CHIDKEHHSI pHCKa WH(EKITMOHHBIX OCJIOKHEHHUH. BHYTpUBEHHBIH IMMYHOTJIOOYITHH
Ha3HavaeTcs B BUJE pa3oBbIX HHbEKIUH B 03¢ 200 - 400 Mr/Kr oIMH pa3 B MECALB TCUCHHUE
roja. Llens Tepanuu coctout B noanepxanuu ypoBHs IgG Ha ypoBHe BbIle 5 1/11.

- Becem manumenTtam ¢ XJIJI/JIMJI nocne ycTaHOBJIEHUS JUarHo3a Mpyu OTCYTCTBUU
HpOTHBOHOK&?;ﬂHHfI PEKOMCHAYCTCA MPOBCACHUC BAKIIMHAIIUN

- CE30HHAas BaKIMHAIUS aHTUTPUIITIO3HOW BAKIIMHOM;
- BaKI[MHAILMS THEBMOKOKKOBOW BaKIIMHOM, MPU OTCYTCTBUM MPOTHBOTIOKA3AHUI.
3.5. Oyenxa omsema na nevenue

- Beem manmenTam ¢ XJIJI/JIMJI pexomeHayeTcs onieHka Tepamuu mo kpurepusm iwCLL 2018
r. MakcUMalbHBIN OTBET OMPEACISIETCS] KaK OTBET, KOTOPBIA HE CTAHOBUTCS JTyYIlle B TCUCHHE
JBYX MOCIICHUX MECSIIEB Tepanuu. MTHrHOMTOPHI CHTHAILHOTO MyTH B-KIIeTOYHOTO perentopa
BBI3BIBAIOT TIEpepacnpeaeuTeabHbIHInMdoInTo3. OgHaKo npu MpUMEHeHHH HOpyOrnHNOa
TUMQOITUTO3 MOXKET IMEPCUCTUPOBATH B TeueHHe 12 MecsieB u 0ojiee, 4To He BIHSIET Ha MTPOTHO3
naruenTa. Y psja NaieHToB YpOBEHb TUM(OIIMTOB HUKOTIa HE BO3BPAIIACTCS K HOPME.

4 Peabouauranus

- Becem nanmentam ¢ XJIJI/JIMJI Ha Bcex aTamax Tepanuu 3a00JIeBaHuUs, a TAKXKE MOCIIE
3aBEPIICHUS JICKAPCTBEHHOTO JICUEHUS PEKOMEHIyeTCsI KOMIUICKCHAsI peaOuInTaIus, a TaKkxKe,
pu HE0OXOIMMOCTH, TIOIep)KUBatoIas Tepanus. TakaspeaOunuraius TpedyeT, Kpome
MEHUIIMHCKOM MOMOIIH, 00513aTEIBHOTO Y4acTUs COLUAIbHBIX PAOOTHUKOB U IICUXOJIOTOB.
[Toanep>kuBaromias Tepanus Npu HeOOX0AUMOCTH MTPOBOJUTCS 110 MECTY JKUTEIBCTBA MO/
HaOIIOZICHUEM Bpada- reMaroJjiora Wik Bpada-oHKoJIora. Bpad-remaToJior uiv Bpad-OHKOJIOT
10 MECTY >KUTEJIbCTBA PYKOBOJICTBYETCS PEKOMEHIAINSIMU, TaHHBIMH CIICIUATNCTAMU
YUPEKJICHHS, POBOIUBIIETO JEUCHUE.



5 Mpogunakruka
MertonoB npodunaktuku XJIJI/JIMJI B HacTosiee BpeMst HE CYILIECTBYET, IIOCKOJIBKY
HEM3BECTECH ATHOJIOTUYECKUH (akTop(bl), BEAYIIHE K Pa3BUTHIO3a00ICBAHNUS.

- Beem manmenTam ¢ XJIJI/JIMJI Ha npoTsDKEHUH BCEH KU3HU MAIIUEHTA - KaK BIIEPHO.T
nedyeHus, Tak u BHe neueHus XJUJI, pekomenayeTcs qucnancepHoe HaOOICHUE Y
remaroJjiora [7].

B Tedenue nepBoro roja nocie 3aBepuieHNs JICYCHNS MAIMEHT T0JKSH HaOMI0AaThCS Y
remaroJiora He pexe 1 pasa B 3 mecsua. Jlanee yactota HaOIIOACHUS YCTaHABIMBACTCS
reMarToJIoroM MHAWBHUAYAJIbHO B 3aBUCUMOCTHU OT06HI€FO COCTOSIHUA U CAaMOYYBCTBHA
ITalItMEHTa, OCJIOXKHEHUH HpOBe)IeHHOI\/JI TEpaIiuu, IOCTUTHYTOI'0 OTBETA HA TCpalIO, HO HE
JOJDKHA OBITH peke 1 pa3a B roj.

IToxa3aHus K BBIITHCKE IManueHTa U3 CtaluoHapa:
1. 3aBepmenue kypca Tepanuu.

2. 3aBepuieHne 00CIe10BaHNS.

3. MocTmwxkenue 0xkuaaeMoro >GpQexra oT JIeHEHHS.

4. B cnydasix, KOria o pelieHnIo BpaueOHoi KOMUCCUM TIpeObIBaHNE MAIMEHTa BCTAlIHOHAPE
HE MOKa3aHO B CBSI3M C OECIIEPCTICKTUBHOCTHIO JICUEHUS U HEOOXOIUMOCTHIO OKa3aHUs TOJIHKO
HAJUIMATUBHOU ITOMOIIIY.
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