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Beenenue.

Jinmpoma Xomxkuna (JIX, numporpanynemMaros) - Ormyxoib JuMpaTudecKon
CHCTEMBI, OIPECIIAIONINM MOP(HOIOTHIECKUM CYOCTPaTOM KOTOPOH SIBIISIFOTCS KPYITHBIE
OITyXOJIEBBIE KJIETKH: MHOTOs/IepHbIe KieTku Pua-bepesosckoro-lITepubepra u ogHOs A€pHBIE
KJIeTKH XO/DKKWHA, JTaKyHApHBIE KIETKA, MyMU(PHUIIMPOBaHHBIE (POPMBI, OOBIYHO
pacrioyararomuecs Cpe BHIPaKEHHOTO MUKPOOKpYKeHUs. OImyxXoJeBast MOMyJIsus
cocraBiseT 1-5% oT Macchl OIyX0JIeBOM TKaHU U PACIIOIOKEHA CPEIU Pe3K0 Mpeo0IIajaromero
KJIETOYHOTO MUKPOOKPYKEHUSI, PEICTABICHHOTO MEITKUMH JIMM(POUIHBIMH KIICTKAMH,
IUTa3MAaTHYECKUMHU KIJIETKAMHU, TUCTHOIIMTAMH, HEUTPO(PUIBHBIMH 1 303WHO PUIHHBIMU
IPaHYJIOIUTAMHU B Pa3IMYHOM COOTHOIICHUH, WHOTIa C (POPMUPOBAHHEM TpaHyIIEeM
(capxomnmonoao0OHo# peakiueit). CocTaB MUKPOOKPYKEHHUSI U MOP(OJIOTHS MpeoOIiaiaronei
MOTIYJISIIIAH OITYXOJIEBBIX KJIETOK OTIPENENSIOT THCTOJIOTHYECKUI BapruaHT ormyxoiu. Jlumdoma
X0 DKKUHA UMeeT B-KIieTouHOe MPOUCX0KICHNE; HOPMAIBHBIM aHAJIIOTOM OITYXOJIEBBIX KIETOK
sBisieTcs GomKynsapHas B-kieTka.

3aboneBaemocts JIX Bapsupyercs ot 0,1 10 2,8 Ha 100 000 HaceneHus1, ¢
MHUHUMAaJIBHON 320071€Ba€MOCTBIO B @3UaTCKOU MOMYJISIIUA U MAKCUMAJILHOM B 3aI1aHO-
eBpomneiickoi. B P® 3aboneBaemocts coctarmiset 2,1 ma 100 000 nacenenus, B CILIA - 2,8, ¢
nukamu B Bo3pacte 16-30 et u crapmie 55 ner.

B cootBercTBHM ¢ kmaccudukanueit BO3 B penakmuu 2017 1. pa3nMyaioT ciaeayomue
dhopmer JIX:

1. Knaccuueckas hopma, KoTopasi cocTaBisieT npumepHo 95% Bcex cinydae JIX u
MpeJICTaBIeHa CIEAYIOIMMH THCTOJOTMYECKMMHU BapruaHTaMK: HOAYJsipHbIN ckiepo3 [ u I tuna,
CMEIIaHHOKJIETOYHBIN BapHaHT, BApHAHT, O0TaThlil TuMpoIUTaMU, U TUM(OUTHOE UCTOIIECHHUE.

2. Honynsapuas numdoma Xomkkunaa ¢ aumbounasiM npeodnamanuem (HIIXJIIIT), kotopas
cocTaBJisieT 0koJio 5% Bcex ciayyaes JIX.

Kiterkn bepesosckoro-Iltepu6epra (BIL) xapakTepu3yroTcsi XpOMOCOMHBIMHU
nepecTpokamMu ¢ BoBieueHneM 9p24.1-nokyca 9-it xpomocomsl B 97% ciaydaes u
cBepxokcnpeccueii rera auranga PD-1 (PD-LI, PD-L2). T-nmuMpouuTsl MUKPOOKPYKCHHS
JKCIpeccupyroT MeMOpaHHbIil 6er0k PD-1, KOTOpbIi SBISETCS OTPULIATEIBHBIM PETYISTOPOM
ux aktuBauuu U Oynkuuu. [lepenaya curnana yepes peuenrop PD-1 npu B3aumoneiictsuu ¢
PD-L1 u PD-L2 npuBOAUT K CHW)KCHUIO aKTHBHOCTH T-KJIETOK, HCTOIICHUIO UX (EeHOTHIIA,
MOJABJICHUIO TPOTUBOOITYX0JIEBOT0 T-KJIETOYHOIO OTBETA.

Tun abeppanuii ¢ BoBieueHueM jgokyca 9p24.1 npu numpome X0 HKKU-HA ABISIETCA
IIPOrHOCTUYECKUM (PaKTOPOM 3(PPEKTUBHOCTH Tepanuu rnepoit JuHuu. Camblit
HeOIaronpusATHBIN TUI - aMITTUpHUKaIMS JoKyca 9p24.1, npu KOTOpoi BBKMBAEMOCTh 0€3
IIPOrpPECCUPOBAHHUS MTOCIIE IEPBOM JIMHUU Tepanuu He npesbimaeT 40%.

B nensax Bepudukanuu quarsosa mmM@omsl XoKKHHA HE00X0AUMO MPOBEICHHUE
MOP(}OJIOTHYECKOTO U UMMYHOTHCTOXMMHUYECKOTO UCCIIEI0BAaHMs OHMONTaTa OMyX0JIH
(mumdoysna).

Bce BapuaHThI Ki1accuueckoil TMMQpoMbl X0HKKHHA XapaKTePU3YIOTCS eTUHBIM
ummyHodenoturiom: CD30 (dot-like, MmemOpanHas, nuromniaazmartuyeckas peakuus), CD15 (dot-
like, MeMOpaHHas1, TUTONIa3MaTHIecKas peakius), PAX-5 (cnabas snepHast peakius mno
CpaBHEHHIO ¢ B-peakTHBHBIM MUKPOOKpYXEeHHEM). B 0myXxoseBbIX KIeTKax MOXKET



oOHapyxuBatbcsa Bupyc Dnmteitna-bapp (LMP1/EBER). B wactu ciiydaeB onmyxosieBble KICTKH
JKCIpecCcUpyIoT naH-B-kineTounslii Mapkep CD20 (reTeporeHHas 110 UHTEHCUBHOCTH
MeMOpaHHasi peakius); SKcpeccHst onmyxosieBbiMu kiietkamu CD45 u CD3 otcyrctByer. [lpu
HeoOxouMocTH quddepeHInaTbHON JUArHOCTHKY ¢ B-kinerounoit muMdomoit,
HEKJITACCUPHUIIMPYEMOiA, TIPOBOJUTCS PACHIMPEHHOE UMMYHOTUCTOXUMHUYECKOE UCCIIC0BAHUE C
BKJIFOUEHUEM B IMArHOCTUYECKYIO MaHEb IIUPOKOI0 CEKTpa MapkepoB B-kierounoit aud-
(bepeHpoBKH, B-KIIETOYHBIX TPAaHCKPUTIITHOHHBIX (PaKTOPOB.

OO0BeM MopakxeHUs ONIPEICIIACT CTAANIO0 TMM(POMBI XO/DKKHHA (B COOTBETCTBUH C
knaccudukanueit Ann Arbor, momudukanus Cotswold):

* [ cragust - mopa)keHue oJHOTO JUM(OY31a UM OJHOU TPYNITbl JIMMGOY3JIOB B Mpeenax
OJIHOTO CETMEHTA;

* Il cranus - nopakeHNue HECKOJIBKUX TPy JUM(OY3II0B [0 OAHY CTOPOHY AradparMsl;

* [l cranus - mopaxkenue TUMQPOY3I0B TI0 00€ CTOPOHBI AradparMbl WK JIUM(POY3TIOB BHIIIIE
nuadparmMbl U CEJIE3€HKH;

* IV cTagus - BoBe4eHNE SKCTPAHOJATBHBIX 30H (332 UCKIIIOYEHUEM POCTA OITYXOJIU IO
MPOTSHKEHUION).

OTaenbHO BBIJIESIETCS HATMYKE OOJIBIION OIMyX0JIeBOM Macchl (pasmep omyxouu > 10
cMm) - «bulky disease» (puc.1). CuMITOMBI HHTOKCHKAITUH (TTOTIK-BOCTb, JIMXOPAJIKa, IOTEPs
6omee 10% maccel Tena) 0003HaYaIOTCS CUMBOJIOM «B», UX OTCYTCTBHE - CUMBOJIOM «AY.

Pucynox 1. Jlumpoma Xomkkuna B pazmepe 6osiee 10 cMm (bulky).



MexnayHapoanbie GpaKTOPbI MPOrHO3a M TAKTHKA JIeYEeHUS.

[Tocne cragupoBaHus U Pe3ylIbTATOB 00CIEIOBAHUS B COOTBETCTBHHU C
pexomenaauuamMu ESMO 2014 r. naueHToB OTHOCST K TpYIIIaM pUCKa: C pAaHHUMU CTaAUSIMHU,
ONaronpUATHBIM U HEOIArONPHUATHBIM MTPOTHO30M, U C PACIIPOCTPAHEHHBIMHU CTATUSAMHU (TaOJI.
1), B COOTBETCTBUHU C YEM OTIPEICISICTCS TAKTUKA JICUCHUSI.

PaHHue cTanuu,
O1aronpUsITHBIN

IIPOrHO3

Craguu I—II, 6e3 pakTopoB pucka

Craguu I—II, mopaxeHue
peiie guacgparmel, 6e3 daxkro-
pOB pHcCKa

PanHue cramguum,

Craguu I—II, ¢ dakropamu pucka

Cramuu I—II, mopaxeHue

A u B, cragun 1111V

HeOmaronpuaTHeit  |C wiu D, Ho 6e3 dakropos pucka |Beille AuadparMel, ¢ Gakropa-
MPOTHO3 AuB MU pUckKa

Pacnpoctpanennsie |Cramum I—II ¢ ¢pakropamu pucka |Craguu III—IV

cTaguu

®akTophl pUCKa

A — MaccuBHOE cpefocTeHue*

B — 3KcTpaHOZANIbHOE MOpaXeHUe
C — yckopenune COD**

D — > 3 obnacreit tumpaTuye-
CKHX KOJUJIEKTOPOB

A — MacCHUBHOE CpelocTeHue*
B — Bo3pact > 50 ner

C — yckopeHue COD**

D — > 4 o6nacreiit numdpaTuye-
CKMX KOJUIEKTOPOB

Ta6muma 1. Crpatuduxanuu 6oabHbIX JIX 10 rpymmam pucka

Taroke amst onpeesieHusi TAKTUKH JICYSHUS HCIIOJIb3YETCsl MEKIYHAPO THBIN
nporuoctuyeckui uaaeke (MIIN) (Tabm. 2)

YposeHb anbbymuna 40 r/n

VYposens remornobuna < 10,5 r/on

MyXcKoit mo

Bospact > 45 ner

Cragusa IV

Jletikouuros > 15 x 10°/xn

Jlumdonenus < 8% npu noxcuere HOPMYJIbI KPOBH WK < 600/mMm?

et et |t | ot | ot | ot |

Tabnuua 2. MexayHapoJHbIH MPOTrHOCTHUECKUI HHAEKC

HI/IM(I)OMa XOI[)KKI/IHa SABJIACTCS BBICOKO I(ypa6eJ'IBHBIM 3a00JIEBAHUEM C YaCTOTOU
HN3JICUYCHUA 10 90%. CTpaTCI‘I/I‘{CCKaﬂ [eJib TCpannu HepBOﬁ JIMHHUH 3aKITI0YAaCTCA B JOCTHXKCHUU
MaKCHUMalbHOM 3(1)(1)CKTI/IBHOCTI/I npu MHUHHMAaJIbHON TOKCUYHOCTH JICUCHHUS.

TepaneBTuueckas cTpaTerus s paHHUX ctaauid JIX mano u3sMeHunace 3a rnocieaHee
Bpemsi. CTaHAapTOM JieUeHUs JOKaIbHBIX cTaauil JIX 06e3 mpu3HakoB HEOIArOTPUSTHOTO

IPOTHO3a ABJISAKOTCA 2-4 KypcCa NOJIUXUMHOTCPAIINU 10 CXEMEC



ABVD (nokcopyounws, O1€OMUIIMH, BUHOIACTHH, AakapOa3uH) B KOMOMHAIINY C Ty4eBO
tepanueit B 1o3e 20 unu 30 I'p Ha 30HBI HcxoaHOTO NIopaxenus. [1lo nanaeiM GHSG, He
MOJIy4EHO 3HAYMMBIX Pa3In4yHii B 00IIel 1 OecTIporpecCHBHON BBKMBAEMOCTH CPEaN
MalUEeHTOB B 3aBUCUMOCTH OT KOJIMUECTBA KypcoB (2 miu 4) u 10361 JokansHout JJIT (20 wium 30
I'p). becnporpeccuBHas BelXkuBaeMocTh coctaBuia 93,5%, oOmas - 97%. [lonbITk CHU3UTH
TOKCHUYHOCTB TEPAIHH 32 CUET UCKIIOUEHUS OJICOMHIIMHA HITH 1akapOa3uHa MPUBEIH K
CHIDKEHUIO Oe3peluIMBHON BBKUBAEMOCTH.

JlJ14 nmanueHToB ¢ paHHUMU CTaJAUSIMU 3a00J1€BaHMs U IPU3HAKAMU HEOJIArONPUsITHOTO
MPOTHO3a CTAaHAAPTOM JieueHus cuutarorcs 4 kypca ABVD B koMOMHAINK € JIy4eBO# Tepanmuei
Ha 30HBI UCXOJHOTO NopaxkeHusl. B rpynmne coMatnyecky COXpaHHBIX NallMeHTOB MoJioke 60 et
JaHHAasI Tepanus B HACTOsIIee BpeMsl MEHsSIeTCsl Ha 00J1ee MHTEHCUBHBIN MOIX0/1, BKIIOYAIOIINUN 2
kypca BEACOPP escalated ¢ nocnenyromumu 2 kypcamu ABVD u o6myueHneM 30H UCXOTHOTO
nopaxeHus B 103e 30 I'p, KOTOpbIi MoKa3ain MPEeuMyIECTBO 10 BBKUBAEMOCTH, CBOOOIHOM OT
HeyJa4 Teparui.

[Ipu npoaBUHYTHIX (pacTipOCTPAHEHHBIX) CTAAUIX CTAHIAPTOM JICUEHUS SBIISETCS
xumuoTepanus. JlydeBas Tepanusi IpUMeHseTCs y TAl[MeHTOB ¢ OOJIBIIMMU OCTaTOYHBIMU
MaccaMy I0CI€ XUMUOTEPAIH:

* [TartmenTam B Bo3pacte 70 60 et pekomeHayeTcs 6 KypcoB (IpH MOJIHON peMHUCCHH Tiociie 4
KypcoB) wiu 8 KypcoB (IIp1 yacTHUHOM pemuccuu nocie 4 kypco) ABVD mubo 6 kypcos
BEACOPP escalated. 3aTtem npoBoauTcs ToKayibHast iydeBas Tepanus B 1o3e 30 ['p Ha
OoCTaToOuYHbIE 00pa3oBaHus pazmMepom 6osee 1,5 cm mocae kypcoB ABVD, uinm nosoxkuTenbHbIX
no [19T ob6pazoBanuii mocne Tepanuu no nporpamme BEACOPP escalated. Tepammst o
nporpamme BEACOPP escalated mo3BosisieT 7ocTHYb OECIPOTrPECCHBHOM BEKUBAEMOCTH,
paBHoU 87,5%, obmieli BenkuBaeMoctu - 92%, mo nanaeiM GHSG.

* Jlnsa manuenToB ctapiie 60 et Tepanueii Beroopa ocraercs pexum ABVD (6-8 kypcos, B
3aBUCHUMOCTH OT JIOCTH)KEHUS PEMHCCUHU Toclie 4 KypCcoB) C MOCIEAYIOIIEH JIyueBoi Teparueit B
no3e 30 I'p Ha ocTaTouHble 00pa3oBaHus pazmepom Ooiee 1,5 cm.

[Tporpammy BEACOPP escalated He pekoMeHayeTCs UCIIOIB30BATh Y MOKUIIBIX T10
MIPUYKHE BBICOKON TOKCMYHOCTH. Teparnus COMaTH4eCKH OTATOLEHHBIX MMallUeHTOB
oOcyxaaercs UHIUBUIYAIbHO.

Lenpro KcceI0BaHUM, TPOBOIUMBIX B HACTOSIIEE BPEMS, SBIISICTCS CHIKCHUE
TOKCUYHOCTH JieueHus 6e3 nmoTepu 3¢heKTUBHOCTH. B OONBUIMHCTBE MPOTOKOJIOB U3Yy4aETCs
BO3MOYHOCTh MCIOJIb30BaHUS JaHHBIX TpoMexyTouHbIX 13 T-uccnenopanumii nis
cTpaTU(UKALUY MAIMEHTOB Ha TeX, KTO MOKET ObITh U3JI€UeH YKOPOUEHHOM MPOrpaMMoi, 1
TeX, KTO TpeOyeT CTaHIapTHOTO UM 0o0Jiee MHTEHCUBHOTO JieyebHoro noaxona. [lo
MpeIBapUTENILHBIM TaHHBIM HEKOTOPBIX UccieaoBanuit, [I9T ciy:KuT Xoporm
MPOTHOCTUYECKUM (PaKTOPOM B OTHOILIIEHUH HEYAAauH JICYCHHS Y MAIIUEHTOB C MPOJIBUHYTHIMU
CTaIMsIMU, TIONy4aBIINX Tepamnuto mo cxeme ABVD. Crparudukaius naieHToB Ha OCHOBaHUU
nansabix [19T, ogHako, moka ere He MOKeT OBITh OTHECEHA K CTaHJAPTHBIM MOAX0/1aM,
MTOCKOJIbKY METOJ] He OITPOOOBAH B PAHIOMH3UPOBAHHBIX KITUHUYECKUX MCCIEAOBAHUSIX.



q)aKTOPLI Heﬁ.]'lal"Ol'[pI/IﬂTHOFO IMPOTHO32a U TAKTHUKA JICYCHUH.

B rematonornueckoit kiimuuke HMUAIL] remaTonoruu Ha OCHOBaHMHU aHaIM3a
pe3ynbraToB sieueHus 6osiee 700 6onbHBIX JIX ObLIH BBIICICHBI CISAYIONINE KIIMHHYECKUE U
Mopoiorudeckue GakTopsl HEOIArOMPUATHOTO POTHO3A.

Knunuueckue gpaxmopeoi:

* Gombast Macca omyxoiu (pasmep npu KT > 10 cm);

* cTpeMHuTeNbHAs MaHu(ecTanus, Ae0T ¢ B-cuMnToMOB;

* POCT OMYXOJIH Ha MPOTSKEHUH, OOJIb U CIaBIEHHE COCYAUCTO-HEPBHBIX IYUYKOB, TUM(OCTa3;

* mopakeHue JTUM(OY3JI0B HETHUITUYHBIX JIOKaNIU3aluii (OeIpeHHbIe, IOAKOJICHHbBIE, TOKTEBbIC U
T. 1I.).

Mopgonocuueckue ghakmopuwi:
* CHHTHITHATBHBIA BapUaHT HOAYISIpHOTO cKiepo3a (NS II);
* TUMQOUTHOE UCTOIIICHUE.

B cBs131 ¢ HEYJOBIETBOPUTEIBHBIMY PE3yIbTaTaMU JICUEHHS MPOABUHYTHIX cTaani JIX
no nporpammam ABVD, Stanford-5, BEACOPP 6a3ucHslif 1 Ha ocHOBaHHH cOOCTBEHHOTO 20-
netHero onbiTa edeHus JIX (B oM uucie 10-netHero omnbita sieueHus 6osiee 400 GOTBHBIX C
BBIJICTICHHBIMA HaMH (pakToOpamMu HebmaronpusaTHoro nporuosa) B HMUI] remaronoruu
MPUMEHSETCS CIEAYIOMNN MPOTOKOI eueHus JIX.



IIporoxou Tepanuu 00abHBIX TUMGPOMOI X0KKUHA.

Omob6op 601bHbIX HA NeueHUe N0 NPOMOKOLY

Ha neuenue no npoTokoy NIpUHUMAIOTCS ALMEHTHI B Bo3pacte oT 16 1o 60 ser ¢
BIIEPBBIE TUArHOCTUPOBAHHOH KJIAaCCHUECKOW TMM(pOMOI X0 PKKHHA (BCE THCTOJIOTHYECKHE
BApUAHTHI).

IIpomueonokazanus kK npUHAMUIO 6OILHO20 HA JleYeHue N0 NPOMOKOLY
* Xponuueckas cepaedynas HepoctarouHocTs -1V GyHKIHOHANBHBIX

kiaccoB (NYHA), HectabuiibHasi cTeHOKapAusl, MHGAapKT MUOKap/a, TSKENble HaApYIIECHHS
pUTMa U IPOBOIUMOCTH.

* [ToyeuHast HeZOCTATOYHOCTH (YPOBEHb CHIBOPOTOUHOTO KpeaTuHuHa 6onee 0,25 Mmosb/i, 3a
UCKJIIOYEHHEM CITy4aeB, 0O0YCIOBJIEHHBIX CEM(UUECKUM MOPa)KEHNEM IOUYEYHON MapeHXUMBI).

* [leyeHOYHAs HEAOCTATOYHOCTH (32 UCKIIIOUEHUEM CITy4aeB, 00YCIOBIEHHBIX CEU(PUIECKUM
MOpaXEHUEM OpraHa), OCTpbIi renatut (YpoBEeHb CBIBOPOTOYHOTO OunupyOuHa 6osee yem B 1,5
pa3a Bbiie HopMbl, akTUBHOCTH AJIT u ACT Oosiee ueM B 3 pasa BblllIe HOPMBI,
poTpoMOUHOBBIN MHAEKC MeHee 70%).

* Tspkenast mHeBMOHMS (JIbIXaTeIbHAS HEJOCTATOYHOCTH - OJIbINIKA OoJiee
30 npIxaTeNbHBIX IBUKEHHUI B MUHYTY, apTepHaibHasi TUIIOKCEMHUS
P.02 menee 80 MM pr. cT.).

* Cencuc (CENTUKOMMMEMHYECKHE OYark, HeCTaOMILHOCTh TeMOIMHAMUKH, HEAP(HEKTHBHOCTh
AHTUOMOTHYECKOU Tepamnun).

* Yrpoxaromue KU3HU KPOBOTEUEHU I (KPOBOTEUEHHUSI U3 JKEITYA0YHO-KHUILIEYHOTO TPAKTa,
KPOBOM3JIUSIHUE B TOJIOBHOM MO3T, METpOpparus).

* Tspxenble ncuxudeckue HapymieHus (Opel, IpoAyKTUBHAs CUMIITOMATHKA).

» du3nveckasi HECOCTOSATEILHOCTh, TPEOYIOMIas MOCTOSTHHOTO YX0/1a, BIPAKEHHAST KaXEeKCHUs
(ypoBenb ob1iero 6enka Huxke 35 1/i1).

* JlekomMnieHCUPOBaHHBIN caxapHbIi Ana0eT (YpOBEHB TIIFOKO3bI KPOBH BhIIIE 15 MMOJIB/I).

* Jlpyrue cOnmyTCTBYIOIINE OHKOJIOTHYECKHE 3a00JIeBaHuUs (PaK JIETKUX, MOJIOYHOM KEIe3bl,
KENIynKa u T. 11.).

Ecau na MOMeEHT MOCTYIUVICHUS y TalUCHTA OBLITIO OJIHO U3 BBINICYKA3aHHBIX COCTOHHHﬁ,
HO B pE3YJIbTATC NHTCHCUBHOTO CUMIITOMATUYCCKOTO JICUCHUSA €TI0 YAAJIOCh KYIIMPOBATh
(CGHCI/IC, IMHCBMOHMHS, KPOBOTCUCHUC, caxapHLIﬁ ,Z[I/Ia6eT nT. I[.), TO MAUCHT MOXXCT OBITH
BKJIFOUCH B MCCJICJOBAHUC I1O IIPOTOKOITY.

ITpu Il ctanuu ¢ npornocTuyecku HebaaronpusTHEIMU (aktopamu, 111 u IV cragun
npoBo AT 6-8 kypcoB BEACOPP-14 u 00:1ydyeHue octaTouHbIX 00pa3oBaHuil pazMepoM Ooiee 2
cM B 1o3e 30 I'p.



Heo0xoaumMble 00cie10BaHNA.

Kowmrneke 00s13aTenbHBIX HCCIIST0OBAHUMN TS BBISBICHHUS PACTIPOCTPAHEHHOCTH
(cTaguu) U cTeneHu akTUBHOCTH JIX:

1) oOmmii aHaIM3 KPOBH;

2) OMOXMMUYECKUH aHaIN3 KPOBH (c ornpeneneHrneM aktuBHocTH JIJI);
3) Koarynorpamma,

4) KT opraHoB rpyaHo# u OprOIIHON MOJIOCTH;

5) Y3U opranoB OpronIHoi MOJ0CTH U 3a0pIOMIMHHOIO MpocTpaHncTBa (B orcyrerBue KT
OpIOLIHOM MMOJIOCTH), MAJIOTO Ta3a (110 MOKa3aHUsIM), nepudepuaecKux JUMQPOy3IoB,
CPEIOCTCHHUS;

6) IBYCTOPOHHSS TPEMAaHOOMOIICHSI KOCTHOTO MO3Ta;
7) OKI" (no nokazanusim - 9xoKI');
8) At JKEHILUH - OCMOTP TMHEKOJIOTA C 1[eJIbI0 Ha3HAUEHUS! OBapUOTIPOTEKIUY;

9) Bcem My)XYMHAM JI0 Hadasa JICUCHHUS MPEIaraeTcsi MPOBECTH KPUOKOHCEPBAIUIO CTIEPMBI B
MEIMIIMHCKUX IIeHTpax no nposeaeHuo JKO;

10) mo3utporHO-3MUccroHHas Tomorpadus (I19T) sBasieTcs 00s3aTEIBHBIM,
BBICOKOMH(OPMATUBHBIM METOI0M TuarHoCcTUKU. [1DT, BHITIOTHEHHASI HICXOTHO B IEOIOTE
3a00J1€BaHMsI, TTIO3BOJISIET HAan0O0JIee TOYHO OMPEETUTh 00BEM TOPAKEHUS U PAITMOHATIBHO
BBIOpATh MPOTPaMMy XHMHOTEPAITHH U JTy4eBOU TEpaIIHH;

11) KT unmu MPT ronoBHOTO MO3ra.



TaxkTnka Benenust npu repanum no nporpamvme BEACOPP-14.

BOJIBHBIM, IMPUHATBIM Ha JICUCHUC 10 ITPOTOKOIY, KYPChl XUMHUOTCPAIIUA ITPOBOIAAT
CTpPOro B COOTBCTCTBHU C I[H3aI>'IHOM HCCICIO0BaHUA.

Jlo Hauana XUMHOTEPANUU KaKI0MY 00JIbHOMY Ha3HAYAIOT aJIOMypuHOI B 103€ 300
Mr/mM2 B cytku. C mepBoro JHs Kypca YBEIHUUBAIOT 00beM MOTPEOIIeMOH KUAKOCTH 10 2
JUTPOB B JieHb. [Ipu 00JbII0M OIMyX0J1€BOM Macce ¢ epBOro JHsA Kypca Ha3Ha4yaroT
THJIPATUPYIOILYIO Teparnuio B 00beMe 3 J1/M2 pu CTPOroM KOHTPOJIE 33 AUYPE3OM U
AIIEKTPOIUTHBIMHU TIOKA3aTEIISIMH.

Pacder 103 nurocraTMuyeCKUX MpenapaToB MPOBOJUTCS B COOTBETCTBUHU C IUIOMIAIBIO
MMOBEPXHOCTHU TeJa 00JIHHOTO. J[03bI IIUTOCTATHUECKHUX MTPENApaTOB MEPECUYUTHIBAIOTCS MOCTIE
Ka)XJ0T0 Kypca MOJIUXUMHUAOTEPAITHH.

C mepBoTo JTHS KaXJ0T0 Kypca HE00X0AMMO Ha3HAaYeHHUE MPETapaToB s
MpOo(QUIAKTUKY MHEBMOIIMCTHON MTHEBMOHUHU: TpUMeTonpuM/cynbpamerokcaszon (bucenron, 480
Mmr 1 pa3 B 1eHp uiu 960 mr 2 pasza B HECIIO).

C mepBOro JHS KaXXA0ro Kypca ¢ raCTpOIPOTEKTUBHOM LIEIIBI0 HA3HAYar0T OMEIpPasoll,
1o 20 mMr 2 pa3a B CYTKH BHYTpPb, WJIM PaHUTUAMH, 110 150 Mr 2 pa3a B CyTKM BHYTPb, JUIS
MpOoQUIAKTUKH CTEPOUIHOTO ocTeonopo3a - npenapat Kanpuuii-D3, mo 1 Tabnerke B CyTKu.

BBenenune nquTocTaTHYECKUX MPENapaToB y BceX O0IBHBIX JOJKHO COMPOBOXKIATHCS
BBEJICHUEM IIPOTUBOPBOTHBIX CPE/ICTB: OAHAHCETPOH, 8 MI' B/B OJJHOKPATHO Tepen nHy3ue
LUTOCTATUKOB.

Bo BpeMst XuMuOTEpanuu MpoBOAUTCS 00pabOTKa IMOJIOCTH PTa aHTUCETITHKAMHU
(I'excopan, Dmroapui, Cromatodut, pacTBOPHI MIEpMaHraHaTa Kaius, Gpypanuivaa u ap.).

J1J1s1 TIOBBINIEHUS YPOBHSI ISHKOIIUTOB € 9-T0 JTHS Kypca XUMUOTEPAITUU BBOJIST
npenaparsl FPaHyJIONUTAPHOTO KoJoHHecTuMYyupytomero ¢akropa (I'-KC®D) B noze 300
MKT/CyT (2-4 BBEICHHS).

[Ipu pazsuruu riry0okoil TPOMOOIIMTONIEHUN PEKOMEHIYETCS ¢ TOMOUIBIO TpaHchy3uit
KOHLIEHTPATOB TPOMOOIIUTOB MOAJIEP>KUBATH YPOBEHH TPOMOOIIUTOB B NepU(epruiecKoil KpoBU
He menee 15 000-20 000 B 1 MKJI; TpH BBICOKOM JTUXOPaJKe U MHOEKITMOHHBIX OCII0KHEHHUSIX
1enecooOpa3Ho yBeIMYuBaTh 00beM TpaHchy3uil TpoMOOIIMTOB (YPOBEHb TPOMOOIIMTOB HE
menee 25 000-30 000 B 1 mku).

[Ipu cHm>keHuun ypoBHsI reMorioonHa Huxe 60 1/71 Uil pa3BUTUU BbIPa-KEHHOTO
aHEeMHYECKOIro CHHApPOMa MpH 0oJiee BLICOKOM YPOBHE reMOTI00MHa PEKOMEHIYETC sl
MPOBEACHUE 3aMECTUTENILHON TEpaK 3pUTPOLIUT-HON MACCOH.

OBapuONpOTEKIHUS: C LENbI0 MPO(UIAKTUKN PAaHHETO KIIMMAaKca XKEeHIIMHAM T0CIe
OCMOTpa U KOHCYJIbTALIUA TUHEKOJIOTa, UCCIIEA0BAHUS PACIIMPEHHOMN KOAryaorpaMMbl
HA3HAYaIOTCs OpaJibHbIe KOHTPALENTHUBbI Ha (hOHE OCTOSIHHOW aHTUKOATYJISTHTHOM Tepanuu B
COOTBETCTBUH C IPOTOKOJIOM MPO(MIAKTUKN TPOMOO30B IpU TPOMOO priHH.

B nponecce JTUarHoCTUKU 1 JICYCHU A JIX namnboiee T'PO3HBIMU OCJIOKHCHUAMU, C
KOTOPBIMHU MOT'YT BCTPCTUTHCS MMPAKTHKYIOIIUEC BpaiH, ABJIAIOTCA CUHAPOM CHABJICHUA BCpXHCﬁ
MOJIOH BEHBI U TpOM6OTI/ILICCKI/IC OCJIOXKHCHUSI.
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CunapomM BepxHel nosoi BeHsl (CBIIB) - HEOTI0KHOE COCTOSIHUE, CBSI3aHHOE C HAPYIIEHUEM
KpoBooOpareHus B OacceiiHe BepxHeii ool BeHbl. B ocHoBe pa3sutusi CBIIB nexat Tpu
OCHOBHBIX MATOJIOTUYECKHX Tporiecca (puc. 2):

¢ CAaBJICHHUC BCHBI N3BHC,
¢ [IpopacTaHrueC CTCHKH BCHBI 3JI0KaYE€CTBECHHOM OITYXOJIbIO;

* TpoM0O03 BEpPXHE MOJIOW BEHBI.

CpnaeneHune BepxHen

T0JIOW BEHbI OMNYX0NbHO PacwumpeHue BeH

Pucynok 2. CuaapoM BepXHeW MOJION BEHBI

Teuenne CBIIB MoxeT OBITH OCTPBIM WJIM MEAJICHHO TTporpeccupyromuM. XKamoosl
00JILHOTO KpaliHe pa3HOOOpa3HbI: TOJIOBHAS 00JIb, TOIIHOTA, TOJIOBOKPYKEHUE, H3MEHEHUE
BHEIITHOCTH, OCUIUIOCTh T0JI0CA, Kalllelb, qucdarus, 6011 B IPyAHON KIETKE, 3aTPyIHEHHOE
JbIXaHUE, OJBIIIKA, COHJIMBOCTh, 0OMOPOKH, cymoporu. [1pu ¢pusnkaibHOM 00CiIeI0BaHUH
BBISIBIISIFOTCS Hanbosee xapakrepuble npusHaku CBIIB: pacmmpenue, HabyxaHue BeH IIEH,
IPYAHON CTEHKH U BEPXHUX KOHEUHOCTEH; OTEK JIMIA, €U MJIM BEPXHETO TIEYEBOTO MOsICa;
[IMaHO3 WJIM TIOJTHOKPOBUE JIKIIA (TNIETOPa); TAXUITHO).

s nuarnoctuku CBIIB ObiBaeT 10CTaTOYHO KIMHUYECKUX JAHHBIX U (PU3UKAIBHOTO
oOcnenoBanus. Pentrenorpadus rpyaHoil KieTku B npsaMoi 1 00koBbIX npoekiusx u KT
MOKa3aHbl BCEM OOJIBHBIM B CITydasiX HEOTIOMKHBIX COCTOSIHUHM U MPU MOJO3PEHUH Ha HapylleHHe
npoxoauMocTu BepxHeit nosoi Bensl. [Ipu CBIIB nenecooOpasuno nposenenue KT ¢
KOHTPAaCTUPOBAHUEM, KOTOPas I03BOJIAET YTOYHUTH KOHTYPBI OIYXOJIX U CTEIIEHb IOPaKEHUS
TUM(PATHYECKUX Y3JI0B CPEJOCTEHHS. B HEKOTOPBIX KIMHUUECKUX CUTYAlUAX MOJIE3HO
noriepoBckoe Y3U COHHBIX MM HaJIKIFOUUYHBIX BEH C LeNbo JuddepeHnnaabHoR
JMAarHOCTHKH MEX1y TPOMOO30M M BHEIIHEH 00CTpyKIHEH.

9KCTpCHHLIe CUMIITOMAaTUYCCKUC MCPOIIPUATH HAIIPABJICHBI Ha CIIACCHUC KU3HU
0osbHOrO0. OHM HCO6XOI[I/IMBI, YTOOBI 00CCIICUNTh MOCTYIUICHHUEC BO3/1yXa B JICTKUC,
JIMKBUIUPOBATH HEMIPOXOAUMOCTD BerHefI M0JIOM BEHBI U CIIaBJICHHE OpraHoB CpCAOCTCHUS.
KpOMe IMOKO#, BO3BBINICHHOTO ITOJIOKCHUS U KUCIIOPOAOTECpAIITNU MOT'YT HOTpC60BaTBC}I
11



TPaxeoCTOMHUS, UHTYOAIIUs1, BBEJICHUE IPOTHBOCYIOPOXKHBIX cpeacTB. [lokazaHO MpUMEHECHUE
IUYypeTUKOB ((hypoCeMu 1, MAaHHUTOI) U TIFOKOKOPTHKOUIOB. PeKOMEH IyeTCsi BBE/ICHHE
ruipokoptu3ona, ot 100 1o 500 Mr B/B ¢ mOCIEeTyIOMUM CHUKEHHUEM JI03bI KX Ible 6-8 1 ¢
y4eTOM KIMHUYECKON KapTUHBI, UM HAa3HAYeHUE MpeaHu3oiona, 60-90 mr B/B, 3atem no 40--60
MT B CYTKH BHYTpb. ClieyeT 3aMeTHTh, 4TO 3()(EKTUBHOCTD MTFOKOKOPTUKOH/IOB B IAHHOM
CHTYaIlMH He ObLIa JI0Ka3aHa B KIMHUYECKUX UCCIICOBAHMIX U PEKOMEHIAINH TI0 X
HA3HAYCHUIO CJICTIAHbI HA OCHOBAHUH OTIBITA IPUMEHECHHUS B KIIMHUYECKOW NpakTHKe. Pemaromiee
3HAYCHHE UMEET SIKCTPEHHOE HAYaJI0 Kypca MOJIMXUMHUOTEPAIIUH.

[Tpu TpomOO3€e BepXHEH MOJI0M BEHBI MOKA3aHO JICUCHUE aHTUKOATYJITHTAMHU U
¢$bubpuHOIUTHYECKUMH TIperapaTaMu. Ho 3Ty npenapatsbl JOMKHBI HA3HAYATHCS TOJIBKO B TEX
cllydasix, Korja IuarHo3 TpoM0o3a BepXHeH 1oyioi BeHbl MOATBEPKIeH duiedorpadueit nmm
OTCYTCTBYIOT IIPU3HAKH YIYUIICHUS IIPU JICUYEHUN APYTUMU METOJaMHU.

[To HamMM KITMHUYECKUM JIAHHBIM, 9acTOTa TpoMO0030B TipH JIX HauMmeHbIIas cpeau
Bcex omyxoJiel nuMdarndeckoit cuctemsl (5,9%). Haubosee yacto TpomMO03bl JTOKATH30BATUCH
B BEHaX HIKHUX KoHeuHocTel (41,5%), TpoMO03MO0Ms BETBEH JIESTOYHOM apTepUy OTMEUYEHA B
12% ciyqaeB. B 41,6% cnyyaeB npuuuHO# TpoM0O03a ObLi1a KOMIIPECCHS COCY/IOB
KOHIJIOMepaTaMu JInM@aTuyeckux y3inoB, B 30,5% Tpom003 pa3Buics B IEproO/1 BHIXOAA U3
MHUEIIOTOKCHYECKOTO arpaHyoIuTo3a (B OCHOBHOM Y KEHIIWH, TPHHUMAIOIINX TOPMOHAIIEHBIC
KOHTpAIenTuBsl). [Ipu MpoBeIeHNN BBICOKOI03HOM TEparTuy YBEITHUEHHS YaCTOTHI
TPOMOOTHUECKUX OCIOKHEHUH He oTMeueHO. [IpsMoii cBs3u TpoMOOpuImueckux MyTaruii
4aCTOTOU TPOMOO030B y O0JIBHBIX ¢ TuMboMaMu He BbIsiBIeHO. OHAKO PO (QHUIIaKTHKA
TPOMOOTHUYECKHX OCJIOKHEHUH TToKa3aHa 001pHBIM JIX ¢ OOJBINION Maccoi OmyXoJu,
KOMITPECCHEN MM MPOPACTAHUEM OIYXO0JIbI0 COCYA0B, O0JIBHBIM MOXKUJIOr0 BO3pacTa u
ManyeHTKaM, MOoJIy4arolluM rOpMOHaIbHbIE KOHTPALIETITUBBI.
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MOHHTOPHHF BO BpeMd TEpaluu.

1. INoxpcuer Gananca BBOAUMOM U BBIAEIIEMON KUIKOCTH - €KEIHEBHO;
AJl, UCC, TemmiepaTypa - 1Ba pas3a B JICHb.

2. 'emorpamma - 1-i u 8-i1 1HU KaX/10TO Kypca MOJIMXUMUOTEPANIUU, IPU HATMYUH [TOKA3AHUH -
qare.

3. Koarynorpamma - exxeHeieNIbHO, TP HEOOX0AUMOCTH - Yallle.

4. buoxuMuueckuil aHanu3 KpoBU (YpOBHHU 3JIEKTPOIMTOB, KPEATUHNHA, AKTUBHOCTh
aMUHOTpaHcdepas) - Kak MUHUMYM B 1-11 1 8-i1 THM Ka)kJI0T0 Kypca; PU pa3BUTHH
OCJIO’)KHEHUH, CHHJIpOMa paciaja Omyxoiau Ha GpoHe Tepanuu ampoTepuinHoM B,
He(POTOKCUYHBIMU aHTUOMOTUKAMHU - €KETHEBHO.

5. TpenanoOuorncus - IpU UCXOAHOM BOBJIEYEHHH KOCTHOTO MO3ra nocie 4-ro mim 6-ro Kypca
MOJIMXUMHUOTEPAITHH.

6. KT opranoB rpyaHo# kiieTku, OpronrHoi mojgoctu, ¥Y3U OpromHo#i moaocTu,
nepudepudeckux TMMGOY3JI0B - MOCe KaXIbIX IBYX KypcoB xumuoTepanuu.?. [Ipu nogbeme
Temmneparypbl: peHTreHorpadust, KT rpymaHoii KIeTku, B 3aBUCHMOCTH OT o4yara HHQEKIINH -
noceBsl (epudepuueckas KpoBb, KaTeTep, 3€B, MOYa, JIaBaX U Jp.).

8. [Ipu mosiBIEHUU HEBPOJIOTHUUECKOW CUMITTOMATHUKH, TOJIOBHBIX 00JIeH, MCHUHTH3MA,
COHJIMBOCTH, 3arPy>KEHHOCTH BBITIOJIHSIOT JIIOMOAIbHYIO MyHKIHIO (TToceBbl CMIK Ha
OaKTepHABHYIO ¥ TPUOKOBYIO MUKPO(DIIOPY, UCCIIeNOBaHNS HAa repreTHIeCKue HHPEKIUN) U
KT/MPT ronoBHoro mo3sra.

9. OxoKTI" - mpu HaATMYUHU TTOKA3aHHH.

13



CuaTHe ¢ JJeUYeHH .

[Tpu II ctamum JIX Ge3 «bulky disease» npu HaaHMUMK MPU3HAKOB HEOIATOMPUATHOTO
MIPOTHO3a MPOBOJAAT 4-6 KypcoB nosmxumuoTepanuu no rnporpamme BEACOPP-14 (B
OTCYTCTBHME OCTATOYHBIX 00Opa30BaHUM MOCIE 4 KypCOB 3aBEPIIAIOT TEPAITHIO).

Ipu Il craguu ¢ «bulky disease» u III-IV craausx JIX mpoBoasT 6-8 KypcoB
nonuxumuorepanuu no nporpamme BEACOPP-14. KonnuecTBo KypcoB onpeaensercs
JUHAMHMKOM perpeccuu OnyxoJu: Ipy MpoJ0HKAIOIIEMCsl YMEHBIIEHUH pa3Mepa 0CTaTOYHOIO
oOpa3oBaHus Mocie 6-ro Kypca (1o CpaBHEHUIO ¢ 4-M KypcoM) IMPOBOJIAT eie 2 Kypca
MOJIMXUMHOTEpanuu (Bcero 8 kypcoB). Ecinu ntuHamuku nociie 6-ro Kypca HeT U HET
KIIMHUYECKUX IPU3HAKOB 00JI€3HH, MOJIMXUMHOTEPANIHIO 3aBEPILAIOT U IPU OCTATOUHBIX
oOpa3oBaHUAX pazMepoM Oosiee 2 CM MPOBOJAT JIyueByto Tepamuto B 103e 30 I'p.
JIOoTIOTHUTENBHBIM METOJIOM OLEHKHU 3PPEKTUBHOCTU JeueHus, noMuMo KT, MOXeT ciyXuTh
VY3U cpenoctenus u nepudpepruyeckux IMmMQpoy3aoB (BaKHbIM MPU3HAK - OTCYTCTBHE
BacKyisipu3anuu aum¢oysnos npu pemuccun) u [19T, koTopyro mpoBoasT uepes3 4 Heaenu
MOCJIe NOJUXUMUOTEPAIUH.

[Ipu TpynHocTsx B TpakToBKe pe3yabraroB KT, Y3U u [19T nenecooOpa3ubl
)IOHOJ'IHI/ITeJ'II)HI)II\/'I NEPECMOTP AaHHBIX, 3allMCAHHBIX Ha SJICKTPOHHBIX HOCUTCIIAX, U
KOJUIETHAJIBHOE PEIICHNE O JAIbHEUIIEH TAKTUKE TEPAIIHH.

Yepes 3 mecsiia mocie 3aBepuieHus JeueHusi 00JIbHBIM MPOBOISIT MOTHOE KOHTPOJIBHOE
obcnenoBanue (00U aHAM3 KPOBH, OnoxumMudeckuit ananu3 kposu, Y3U, KT u 1. 1.). [Ipu
HAIMYAHA PEMUCCHH CIIEIYIONINE KOHTPOJIbHBIE 00CIeIOBAHUS IPOBOIAT KKIBIE 3 MecsIla B
TEYEHHUE TEePBOTO TO/a, KAXKIbIe 6 MECSIIEB B TEUSHHE BTOPOTO TOa, AJIee €KETO/THO.

[Tonnas pemuccust KOHCTaTUPYETCS MPU MOJTHOM OTCYTCTBHM KIIMHUYECKUX NMPU3HAKOB
00JIe3HU ¥ OTCYTCTBUU OCTATOUHBIX 0OpasoBanuil. [Ipu HamMumu cTaOUIBHBIX OCTATOYHBIX
00pa30BaHUl U OTCYTCTBHH KIIMHUYECKUX NMPU3HAKOB 00JIE3HU KOHCTATUPYETCS HEYTOUHEHHAs
MOJIHAsL PEMUCCHUS U, B OTCYTCTBUE OTPUIATENILHOM TUHAMUKHU B TeueHue 1 rojaa, - moJyiHas
pemuccus 3aboneanus. [Ipu Bo3mosxkHoctu BeinoinHenus [19T nonnas pemuccus
YCTaHaBIIMBAETCS CPa3y, €CIIM OCTaTO4HbIe 00pa3oBanus [19T-HeraTuBHEI.

HpOFpGCCI/IH 3a0071eBaHus KOHCTATUPYETCH IPU IMMOABIICHHHU BO BPEMS JICUCHUA HOBBIX
0YaroB MOpaKCHUS H/uau YBCIMYCHHUHU IICPBUYHBIX 04YaroB IOPAKCHUSL. Hporpeccmo
3a00J1€BaHU HeO6XOI[I/IMO NOATBCPKAATb T'HCTOJIOTUYCCKU.

PenuauBel 3a0071€eBaHus - paHHUC (B TCUCHUC IICPBOTO rona) U IIO3JHHUC - TAKKC
IMOATBCPIKAAOTCA 'MCTOJIOTNYCCKH.

Takmuka neduenus npu npocpeccu U peyuousax 1um@pomst Xo0xcKuna

ITpu mporpeccun u panHeM peruause JIX 00JpHOrO NepeBOIAT Ha OJIH-
XMMHOTEpANuio BTopoi inHun 1o nporpaMmmaMm DexaBEAM, DHAP, IGEV ¢ nepcniektuBoit
BBICOKOJIO3HOM TEpaIlUU ¢ ayTOJIOTUYHON TPAHCIIAaHTAME€W CTBOJIOBBIX T€MOIIOITHYECKUX
kietok (ayro-TCKK).

HpI/I MO3JHEM PCHUANBE MOCIIC JOCTUKCHUA PCMUCCUHN TAKKC ITPOBOJUTCA

KOHCOJINJAIMs BbICOKO103HOM Tepanueit ¢ ayro-TCKK.

IIpu Heynaue Tepanuu BTOPOU JIMHUM, a TaKXKe NpH peruanse nocie ayro-TCKK
BO3MOJKHO ITpUMEHEHHE HUBOIyMa0a 1y OpeHTyKcuMaba BeIOTHHA.
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