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KiaioueBsbie CJioBa

® BOJIOCATOKJIETOYHBIN JIEIKO3
® CIUIEHOMerajaus

® CILJIEHOKTOMMS

e uMGpOLUTO3

e KJIaapuOUH

e uHTepdepoH-aibda

® [IIOKOKOPTUKOCTEPOUIbI



CIIMCoOK CoKpalleHun

ECOG - mkasna orpepeieHns cTaTryca rnaiyeHTa
TRAP - tapTpaTtycTroitumBas Kucias ¢pocdarasa
BKJI — BO/10CAaTOK/I€TOUYHBIN JIEIKO3

BO3 - BcemupHas opranusauys 34paBoOXpaHeHns
UI'X — UMMYHOTMCTOXMMMYECKOe 1CCIef0BaHNue
KT — xommnbioTepHast Tomorpadus

JIV — numdaTtndecknii y3en

MyTtauusi BRAFV600E - rerepo3urotrHass Mmytauus reHa BRAF,
MIPUBOASILAS K aMUHOKNUCIOTHOM 3aMeHe V60OE

— JKM3HEHHO HeoOXOAVMble ¥ BayKHEMIIMe JieKapCTBeHHbIe
IpernapaTsl

# — mpemapar, MIPMUMEHSIOIINICSI He B COOTBETCTBUM C IIOKA3aHUSIMU K
MIPVMMEHEHMIO U IPOTMBOIIOKA3aHUSIMM, CIIOCOOaMM IIPUMMEHEHUs U
oo3aMu, COIepXKalIMMMCSI B MHCTPYKIMM II0  IIPMMeHEeHUI0
JIeKapCcTBEHHOTO Ipernapata (o d-1eit6:)



TepMMUHBI U onIpeae/IeHUs

VimmyHodeHOTUNIMPOBaHME (MmeTOomOM IIPOTOYHOMI
IIUTOMETpPUMN) — omnpeneneHne GeHOTUIIa KIeTOK MyTeM BbISIBI€HMS
Ha Hux CD-mapkepoB (knactepoB aubdepeHIMPOBKNU) B KUIKOM
obpasie (KpoBb) WM CYCHeH3UM KIeTOK (KOCTHBIi MO3T,
61onmornyeckme sKUIKOCTH).

VIMMYHOTMCTOXMMMYECKOE MCCIeAOBaHMe —  MCCAefoBaHle
dbeHoTHMIIA KJIETOK myTeM ormnpeneneHuss CD-MapKepoB Ha TBEPIbIX
obpasiax (rmapaduHOBBIX 0JI0Kax) OMoOmNTaTa KOCTHOTO MO3ra MJIu

Cejie3eHKU.
Nurepdpepon o - wuHTepdpepoH anbda-2a** wmnm wuHTEepdepoH
anbda-2b**

Onpenenenue  mytauyuu  BRAFV600E - MOJIeKYJISIPHOe

MccienoBaHMe, BBIBJSIONIee Haubomee uyacTbiii BapuaHT BRAF-
MyTaLMii C 3aMeHO BaJIMHa Ha IIIyTaMUH B KomoHe 600.

CrieH3KTOMUS — yIOajeHue cCejie3eHKM (J1arapoCKONMUYeCcKu Wi B
X0[e MIOJIOCTHOM OIepanum).

TpenaHoOuoIcuUs — Mpolieaypa norydeHus: oopasiia KOCTHOIO Mo3ra
TperaHalMOHHOM UIJION U3 IPeOHsT MOAB3A0IIHOM KOCTH Tas3a.

IlyHKUMSI KOCTHOrO MO3ra - Ipolieaypa IIoaydyeHUs obpasiia
KOCTHOTO MO3ra CHelMaJbHOi WIJION M3 TPYAMHBI WIM TpeOHS
IIOAB3I0IIHOM KOCTHU.



1. KpaTrkasa mHopmMmanus

1.1. OnpeneneHue 3a00/1eBaHMS UV COCTOSIHUS
(rpymnmnbl 3a00/IeBAHUI MJIV COCTOSTHMI)

BonocartoknetouHnbin Jieiiko3 (BKJI) - pemkoe XpoHuyeckoe B-
KJIeTouHoe aumdonponaudepaTuBHoe 3abojieBaHMe, B OOJIbIIMHCTBE
cJIyyaeB ITOpakalolllee KOCTHBIV MO3T U cejie3eHKy. Ero cybcrpaToM
SBJISIIOTCS  TMMQOUIHbIE KIETKM C XapaKTepHOit Mopdonorueit
(KpymiHble  pa3Mepbl, OKpyIJioe  SIAPO,  BBIPOCTBI-«BOJIOCKMU»
IIMTOIUIA3Mbl, OT KOTOPBIX IIPOM3OIIIO Ha3BaHMe 3a0ojeBaHUS) U
0co6bIM deHoTuIOM [1,2].

1.2. 3THoI0OrNS U NMaToreHe3 3a00/IeBaHUS U
COCTOSTHMSA (TPYIINBI 3a00/1IeBaHUI UJIM COCTOSTHUIN)

otuonorus BKJI, kKak 1 Ipounx JIefKO30B, HeM3BeCTHA. B nmaToreHese
3a060/eBaHMsI BaXXHYIO pOJib UrpaeT akTuBupytonias mytauus V600OE
reHa BRAF [3].

1.3. dnuaoeMmnoJaorus 3ad00jIeBaHusa UJIU COCTOSTHUS
(rpymnbl 3a00/IeBaHUI WJIV COCTOSTHMIA)

Bo/s0ocaTOK/IeTOUHBIN JIeMMKO3 COCTaB/sSeT MPUMEPHO 2 % OT BCeX
JIeMIKO30B  B3pOCIABIX M 8 % OT [OpyIuMX  XPOHUYECKUX
mumdomnponudepaTUBHBIX 3a00aeBaHMif. IJTOT BUJ, JIeiKO3a yvallle
BCEro BCTpeYaeTCsl Cpeau MYKUMH CpedHeil BO3paCTHOI TIPYIMIIbI
(COOTHOILIEHME MYXUMH M JKeHIIMH cocTaBiser 2-4:1, Bo3pacT
naiueHToB — 6osee 50 j1eT), OHAKO M3BECTHBI CJIydyayu 3a00eBaHMS B
mosnonom (Monoxke 30-40 net) Bo3pacre [4].

1.4. OcO6GeHHOCTY KOAMPOBAHMS 3200/ IeBaHUS VJIN
COCTOSIHUS (TPYIIIBI 3200/1I€BaHUI MJIM COCTOSIHIA) IO
MEXIYHApPOIHOI CTaTUCTUYECKON KaaccuduKaumum
O0osie3Hel U IIPoo6JIeM, CBSI3AHHBIX CO 3/I0POBbEM

C91.4 BosmocaTOK/JI€TOUHBIN JIEMKO3



1.5. Knaccudukanys 3a001eBaHUA VIV COCTOSTHUS
(rpymnbl 3a00/IeBaHUI WJIY COCTOSTHMIA)

OobwenpuusaToit Kinaccudurkanum BKJI He cymiecTByeT, OOBIUHO
BBIJIE/ISIIOT HAYaJbHYIO M Pa3BepPHYTYIO (a3bl BIIEPBbIE BBISIBJIEHHOTO
3aboseBaHMsI, peMuccuio (MOJHYI0 WIM YaCTUYHYIO), PeUuanB
(paHHMI AU TO3AHMIT), pe3UCTeHTHOe TeueHue 3a60/eBaHMsl.

1.6. Knuumnuyeckass KapTuHa 3a00/ieBaHUs UJIN
COCTOSIHUS (TPYIIIbI 3a00/IeBaHUIT MJIM COCTOSTHMIT)

Knnanueckne  mipossienusi BKJI moryt  BappupoBaThb  OT
MMHMMAaJbHBIX WM BOOOIEe TIOJIHOCTbIO OTCYTCTBOBaTh (TOraa
3ab0JieBaHMe SIBJISIETCSI CJIYYaitHOM HAaXOAKOM IIpy 00CaeIoBaHMUM) 10
BbIPa)KEHHBIX CMMIITOMOB CIJIeHOMeraauu u uutonenuu [5]. Ias BKII
XapaKTepHbI JIEMKOMEeHMs C HeNTpoIleHuein M MOHOLIUTOIIeHueN, a
TaKke aHemMusi U TpomoOouuTorneHusi. B 95 % ciayuaeB B KpoBHU
MaleHToB 0OHaAPYKMBAIOT XapaKkTepHbie
«BOJIOCATbIE»/«BOPCUHYATBIE» TMM@POLIUTHI, HO KOJIMYECTBO UX MOKET
ObITh pasauuHbIiM. TunuuyHo njs BKJI yBennuyeHue cene3eHKUM — OT
HE3HAUUTE/JIbHOT0 [0 TMTaHTCKOTO, OOHAKO BCTPEYAITCS BapUAHThI
BKJI 6e3 cmieHomerasiuu. QuaroBoe IOpakeHUe CeJle3eHKU He
XapaKTepHO ISt BKIJL. VBenuueHus nepudepnyecKnx
naumMmdatuueckux ysnoB (JIY) npu BKJI Het, HO y 15-25 % maiueHTOB
BBISIBJISIETCSI yBeluMueHMe BuciiepanbHbix JIY. Tlpu ob6HapyskeHUU
yBeJIMUeHMsT  BHYTpUTpyAHbIX JIY  Heob6XoguMO  MCKIIOUUTH
TybepKyne3Hoe mopaxkeHue. KiuMHuYeckue CUMITOMbBI LIUTOIEHUU
(0oHO-, [OBYX- WMJIM TPEXPOCTKOBOI) 3aBUCIT OT CTeleHu ee
BBIDAXXEHHOCTM, HO B 1[eJIOM aHeMus] TOHOJATYy  ObIBaeT
KOMIIEHCMPOBAHHO, TPOMOOLIMTONEHMSI YaCTO OeCCMMITTOMHAsT U
C YMepEeHHO BhIPaKeHHBIM reMopparmyeckum cMHApPoMoM. OCHOBHOeE
KUM3Heyrpoxawiinee  ouiokHeHue  BKJI - BOCHaauTeIbHO-
MH@eKIMOHHbIE TIPOLeCChl, CKIOHHbIE K CENITUUYECKOMY TeUeHUIO U
abcuemupoBanmio. Heiiponeiikemuss He xapakTepHa mis BKII,
MeHMHTea/IbHble CMMIITOMbBI TPEOYIOT UCK/IIOUeHMSI OaKTepuaabHOTrO,
BUPYCHOTO WM TybGepKy/lie3HOTO MeHMHrUTa. MOHOK/IOHaIbHas
cekpenusi npu BKJI Bctpeuaercs penko (10-15 % cmydyaeB), B
OCHOBHOM TMIpe[CTaB/JieHa He3HAUUTEeJIbHOI/CIe0BO CeKkpenuen
rnaparnporenuHa kinacca G, 0OfHaKO BCTPEYarOTCs C/Iyyau KJIaCCUUYeCKOoro
BKJI ¢ moHOKkIoHa/nbHOM cekpeuyeit 20-30 r/n. Cnenuduueckoe
ropaskeHue HenumbaTnueckux opratos mpu BKJI BcTpeuaeTcs penko,
KJIMHUYECKasl KapTUHA [IpU 3TOM MOXET OTCYTCTBOBATh WJIM 3aBUCUT



OT JIOKaIM3auuM TopakeHUs (KOKa, KOCTU, JierKue, T[IOYKMH,
LeHTpaJIbHas HepBHas CUCTEMA). UcknrouyeHnem CITYKUT
crienuuueckas auddysHas aumdbouaHass MHOUAbTPALMUSI TTeUeHMU,
Bcerga mpucyrtcrByoomas npu BKJI, HO 0ObIUHO He IMPMBOASINAS K
yBeJIMUEeHMIO UM HapylieHuio pyHKIuu opraHa. KpaiiHe penko mpu
BKJI BcTpeuaeTcss M30JMPOBAHHOE 3KCTpaMeny/UISIpHOe MOpaxkeHue,
Halpumep IOpa’keHue OCeBOro ckeneTa (MO3BOHKM, KpecTel], Ta3) C
MSATKOTKaHHBIM KOMITOHEHTOM. Hannume 3kcTpamMmeny/UISIpHOTO o4yara
MOpakeHUsI JO/DKHO ObIThb BepUPUIIMPOBAHO MOPGHOIOTMUECKUM,
MMMYHO(DEHOTUTTNYECKUM (TIpeaIioYTUTENBHO) 178)071
uMMmyHorucroxummueckum  (UI'X) wmccoiemoBaHuem, B Cllyyae
MU30JIMPOBAHHOIO 3KCTPAMEIY/UIIPHOTO TIOpakeHus1 (T. €. IIpu
OTCYTCTBUM TIpoyeit TUnmMYHOM KapTtuHbl BKJI) — ornpeneneHuem
myTauuu BRAFV600E.

YacToTa BCTpeuaeMOCTU KIMHUKO-1a60paTOPHbIX MposiBaeHMit BKII:

e cruieHoMeranus —y 80 % maleHTOoB;

e jevikonieHus —y 70 % nanyueHTOB;

e HeliTporneHus — y 75 % MalieHTOB;

e MOHoOLMTONEeHU —y 90 % nmalyeHToB;

* «BoOJIOCATbhIe» TMMQOLIUTHI B Ma3Kax nmepubepudyeckoii Kposu —y 95
% TIALIIeHTOB;

e TpoMbouTOoIeHus — y 80 % maiueHToB;

e aHemus —y 70 % nauyeHTOB;

e abmomuHanabHas tuMdbaneHonatust — y 15-25 % mnaimneHToB;

* MOHOKJIOHa/IbHAs ramManatus —y 10 % maumueHToB.



2. IuarHocTuka

Ul A W DN

MHozue pexomeHO08aHHble Memodsl OJUAZHOCMUKU 3a060/1e8aHusl U
CBA3AMMBIX C HUM COCMOSIHUTI UMEM 02PAHUUYEHHYI0 D0KA3AMelbHYI0
6a3y (8 coomeemcmeuu co WKAIamu OyeHKU Yypos8Hs d0CmosepHOCMu
dokazamenvscme U YpoB8HS YybedumenbHOCMU pekomeHOIauutli) no
npu4uHe 0mcymcmeust NOC8AUEHHbIX UM KJAUHUUECKUX UCCe008aAHUII.
Hecmompsi Ha 3mo, OHU A81910MCA HeoOX00UMbIMU dleMeHmMamu
obcnedosaus nayueHma 0N YCMAHOB8JIeHUs OudazHo3a u evlbopa
Maxkmuxu JieueHus, maxk Kak Oosnee 3pgpekmusHvie U 00KA3AHHbIE
MemoOsl 8 HACMosujee 8pems He pa3pabdomaal.

Huazro3 BKJI ycmanasiusaemcst no CO80KyNHOCMuU 1ab0pamopHsix u
UHCMPYMEHMAbHbIX OAHHBIX UCCIe008AHUSI KPOBU, KOCMHO020 M0324,
cesie3eHKU.

Huarnos BKJI cienyer 3anogo3puTh, €CiIu y maleHTa:

. nuToneHus (OGHO-, ABYX-, TPEXPOCTKOBAA);

. IuM@ounTO3 (IIpU JIIOOOM UMCIe JTeKOLMTOB);

. MOHOLIMTOIIEHUS ;

. CIUIEHOMeTaus;

. YacTble MH(eKIMOHHO-BOCHaaUTeIbHbIe COCTOSIHUSL.

Kputepumu ycTaHOB/I€eHUS OMarH03a/COCTOSIHUA

. «BOpCHMHYAThIe» IMMQPOLIUTHI («BOJIOCAThIE» KIETKM) B KPOBU U/UJU

KOCTHOM Mo3re >5 %;

. IOJIOXKUTEbHASI peaklus <«BOPCUMHUYATHIX» JUM@POLMTOB Ha

TapTpaTyCTOUMBYIO K1cayio pocdartasy (TRAP);

. UMMyHOGeHOTUN TUM@OUIHBIX KJIETOK, creuybuunbiii aas BKII:

KIOH B-numdoumnToB, sSKCIpeccupyiommux mapkepbel CDI19,
CD20(spko), CD22(spko), slg, CD25, CD11c, CD103, FMC7, CD123,
CD85; B TMONMYHOM Ciyyae — OTCYTCTBME IKCIIpeccCuu MapKepoB
CD5, CD10, CD23;

. TunuuHasg miasi BKJI  «pbixnast» aumdonaHass UWHOUIAbTpaLNS

KOCTHOTO MoO3ra B TpemnaHooOuorntaTe (C skcrpeccueii mpu WI'X-
uccnegoauuu CD20, Annexin Al, TRAP, CD25, CD103,
DBA.44(CD72), CD11c, CD123, Cyclin D1, oTcyTCTBMEM 3KCIIpECCUA
CD5, CD10, CD23);

. BbIsIBJIeHMe B TMMQOUIHBbIX KiaeTKax myTanyyu BRAFV600E;



6. B ciyyae CITJIEH3KTOMUU - XapaKTepHad J'II/IMd)OI/I,ILHaH

MHOUAbBTpALIMS KpacHOW IyJAbIIbI C 3KcIpeccueir mipu UI'X-
ucciaengoBaHnum mapkepos BKIIL.

[Ipy Hanmnmuum TonbKO maHHBIX (1) u (2) muarHo3 BKJI BeposiTeH,
IIPY HAJIMUUU JAHHBIX (3)—(6) — HOCTOBEPEH.

IOuddepenunanbubiii ayuario3 BKJI HeoOXoayMMO IMTPOBOAUTHL CO
BceMM  3abojieBaHMSIMM, MPOTEKAIIMMM C  IIUTOIIEHMEIR,
AMMAOILIUTO30M M CIUIEHOMerajamueit. OTO B IIepPBYI0 oOuepelb
opyrue nuMmdonponudepaTuBHbie 3aboneBaHusT — JuMdoma
MaprMHajJbHOVM 30HBI  cele3eHkM, T-kjeTouHas JaumdpomMma,
cene3seHouHas1 popma nud@y3Hoi1 B-KI1eTouHOoI KpyITHOKIETOYHOM
nuM@OoOMbI, XpOHMUYECKUit aumdoneiiko3, aumdoma KpacHO
MyJbIIbl  Ccejle3eHKM, BapuaHTHasgs ¢dopma BKJI.  CnekTp
nuddepeninanbHoii auarHoctuku BKJI Takke BK/IOUaeT Apyrue
remMaToJIOTuYecKme (arutacTuyeckas aHeMusl,
MMeIOAUCIIIaCTUYeCKUIA CUHIPOM, Muenodnbpo3s) "
HereMaTtosornyeckue (6ose3Hp [olle, remaTuUTbl U IIUPPO3BI,
ayTOMMMYHHbIE  HapylleHusi)  3aboseBaHMsS CO  CXOOHO
cuMIITOMaTUKON. B penkmnx ciydasax (1 %) BO3MOXHO couyeTaHue
BKJI ¢ xpoHuueckuM JIuM@OJIEKO30M, €Ille pexke — C OPYyTrUM
reMaToJI0TMYecKM 3a001eBaHEM.

Hambonee clOXHBIM  MpeacTaBiasiercss  auddepeHIMaTbHbINI
nvardo3 BKJI cO CXOKMMM C HUM 0 KIMHUYECKUM TPOSIBJIEHUSIM
BapuaHTHbIM BKJI u nuddysHoii MenKOKIeTOUHOI B-KieTouHOl
auMdoMOi KpacHOW ITy/JbIbl Cele3€HKM, BbIJEeJIeHHbIMM B
Kilaccuukanusax BcemMupHOIt opraHuM3auuMyu 3ApaBOOXpaHEHUU
(BO3) 2008 r. n 2016 r. B rogBapuaHThl OTOEIbHOM HO30JOTUN —
«uMdboMa/neinkos ceie3eHKN, HeKIacCuDULUPyeMblii».

Bapuanthbiii  BKJI BcTpeuvaercsi npumepHo B 10 pas pexke

Kinaccuuyeckoro  BKJI, xapakTepusyeTcsi HOPMAaJIbHBIM WM
TOBBIIIEHHBIM YPOBHEM JIEMKOLUMTOB U OTCYTCTBMEM MapKepa
CD25 [6]. 3aboneBaHMe yallle BBISBJISIETCS Y MALMEHTOB MOJIOZOTO
Bo3pacTa. KinmHuueckue 1posiBjieHnst BapuantHoro BKJI B o6minx
yepTrax CXOXM C KIaCcCUYeCKUM, OOHAKO Mpu BapuaHTHOM BKJI B
HECKOJIbKO pa3 vyalle BO3HMKAIT MaCcCUBHAs CIUIEHOMeraausi U
BUCLIepa/ibHasl JuMdameHonatuss (MHorma ¢ dopMupoBaHMEM
KOHIJIOMepaToB JauMQOYy3JIOB), a Takke 4Yallle pa3BUBAKOTCS
TsDKeJIble MH(MEKIMOHHBIE IIPOSIBJIEHMs] B 1IebioTe OONe3HM U Ha
Hava/JbHbIX 3Tanax Tepanuu [7]. KOCTHBI MO3r IIpy BapMaHTHOM
BKJI 06bIYHO TI'MMEpPKIETOUHbBIN, C MMHMMAa/JIbHBIMU IpU3HAKAMU



dbubpo3a. Mopdonornyecku <«BOPCUHYATBIE» JUM@POINUTHI IIPU
BapuanTHOM BKJI mMmeroT Oojbliee CXOACTBO C IPOAMM@POLIMTOM,
UX SIAPO 4YacTO COAEPXUT 1—2 KPYMHbIX AApbliiika. [ deHoTUna
BapuanTHoro BKJI, B oramume oT Kiaaccudeckoit ¢opmbl BKII,
XapakKTepHO OTcyTcTBMe sKcrmpeccuyu CD25, CD123 mpu Haauumn
Opyrux Tunm4uHbix it BKJI MmapkepoB, HO ¢ MEHbIIMM YPOBHEM
skcnpeccun: CD11c¢c, CD103, FMC7. MHorma npu BapuanTHOM BKJI
OTMeualoTcss U Apyrue abeppauuu deHoTuna JaMMEGOUTHBIX
KiIeToK. OO6bIuHO OTCYTCTBYIOT TRAP 1 aHHekcuH Al. To, 4Tto
BapuaHTHbIM BKJI [eiCcTBUTEIBHO HE OTHOCUTCS K TOOBULY
kinaccuueckoro BKJI, moaTBepxkpaercs oTcyTcTBueM MmyTtauunu BRAF
V600E B omryxo/neBbIX KJIeTKaxX.

3aboseBaHMe XyKe OTBeUaeT Ha CTaHAAPTHYIO Teparnmioo, u
OINnTMMaJjbHOE JieueHMe BapuaHTHOM ¢opmbl BKJI mo HacTosIiero
BpeMeHM OLHO3HAUHO He ompeneneHo [8,9]. BeaencrBue penkoctu
3a00/1eBaHMsI PAHIOMM3MPOBAHHBIX KIMHUUYECKUX MCC/IeA0BaHUMI
110 cpaBHeHMIO 3 GHEKTUBHOCTY pa3IUUYHbIX METOLOB JeUueHus ITpu
BapuanTHOM BKJI HeT. [To maHHBIM OOJBIIMHCTBA MCCIeIOBaTeNeN!,
aHaJIOTV MypPMHOB MeHee 3 (GeKTUBHBI 1 yallle MO3BOJISIIOT JOCTUYb
JIMIIIb YaCTUYHOM peMMUCCUM UK yayulleHus. [IpeanouyTuTebHbIM
CUMTAETCS CovyeTaHMe aHajiora MyPMHOB C PUTYKCUMMaOOM.
[IpumeHseTcs OauTeabHas Tepanus uHTepdepoH anbda-2a** win
nHTepdepoH anbda-2b** (MHTepdepoHOoM o). IIpM BbIpakeHHOI
CIJIEHOMerajuyu B IIepBOM JIMHUM  JIeYeHUS  UCIOJIb3YIOT
CIJIeH3KTOMMUIO. M3yuaeTcss 3pDeKTUBHOCTD jeueHMsT aHTUTeIaMu
K CD22 n CD25. Y MoJI0AbIX MAIIMEHTOB C Pe3UCTEHTHBIM TeUeHeM
3a001eBaHMs BO3MOKHO IpoBeneHe aJIJIOTEHHOM
TPAHCIVIAHTALMY reMOII0O3TUYECKUX CTBOJIOBBIX KJIETOK.

HOuddysHas MenkokaeTouHas B-kiaeTouyHas Jaumd¢oma KpacHO

oyabibl cene3enky (JIKTIC) — peako BcTpevaroniasics (B 5 pas pexe
BKJI) 3penokneToyHass B-menkokjaeTouyHass jumdoma ceae3eHKMH,
JIOK/IM3YIOIIAsiCsI B ee KpacHOV IyibIle. 3abosieBaHMe yalle

BBISBJISIETCSL Y MALMEHTOB CTapllero Bo3pacra. Tak ke, Kak U
BapuaHTHbIii BKJI, JIKIIC mporekaeT 0e3 JieiiKONE€HUM, YACTO C
BbIpaXeHHBIM JIEJIKOLIMTO30M, C TUMGOILIMTO30M 3a CUET OOJIBIIIOTO
yucia UVPKYJIUPYIOLINX «BOPCUHYATBIX» TUMAOIIUTOB
(BBISIBJISIEMBIX ~TakKXkKe TMPU  UUTOJIOTMUYECKOM  UCCIeIOBAaHUU
KOCTHOT'O M03ra), 6e3 MOHOLIMTOIIeHM; XapakTepHa 3HAaUUTe/bHas
criieHomeranust [10]. UmmyHodeHOTUN TMMGOUIHBIX KIETOK MpU
JIKTIC otnnyaeTcst oT knaccuueckoro @enoruna BKJI oTcyTcTBreM
CD25, BapmabenbHOI HM3KOI 3Kcmpeccueir CD103 m CDllc.



Myranusa V600OE rena BRAF Bcerpma oTcyTcTrByeT, peakuys Ha TRAP
00bIUHO  OTpuilaTenbHa. HWHTepecHo, uto 1npu  JIKIIC
TUCTOJIOTMYECKOEe MCC/Ief0BaHMe KOCTHOTO MO3ra IMCCOHUPYET C
MMEJIOTPaMMOIA — numbonHas MHOUAbTpALIUS B
TpelaHOOMOINTaTe YacTO BechbMa CKyJIHasl, YeTKO oIpejesieMast
JIUIIb TIPU MIPOBEJEHUN UMMYHOTUCTOXMMUYECKOTO UCCIeI0BaHMS
¢ mapkepom CD20; mpu 3TOM OTCYTCTBYIOT MapKepbl CD25,
aHHekcuH Al, uukiaud D1. IIpu rUCTOIOrMYECKOM MUCC/Ief0BaHUN
cejie3eHKM BbISIB/IsIETCS JuMdbonaHas MHOWIbTpaLUs KpacHO
yJIbITbI, C QEHOTUIIOM, JIMIIIb YACTUYHO coBMagatonmm ¢ BKJI ipu
MPOBEEeHUM MMMYHOTUCTOXMMMUYECKOro wucciaemoBanms: CD20+,
DBA.44+, CD25-, anHekcuH Al-, nukaud D1-, CD103-, CD123-,
b ouaroBo CD11c+ n TRAP+.

JIKIIC cxoxka TII0O CBOMM KJIMHMUUYECKMM U J1abopaTOpHbIM
npusHakam ¢ JaMM@OMOI i MapruHa/JIbHOI 30HBI CeJIe3€HKU C
BOpPCMHYATBIMKU JuMdouuTamyu, u eauHcTBeHHO Ha 100%
IloKasaTe/bHOI oniyei mpu ux auddepeHIMaabHOM AMarHOCTUKE
SIBJISIETCS TUCTOJIOTUYECKOE " MMMYHOTUCTOXUMMUYECKOE
MCClIefOBaHYe TKaHU Cejle3eHKN.

[To psimy ipu3HaKOB (OTCYTCTBME JIeMIKOIIEHUM M MOHOLIMTOIIEHUN,
abeppaHTHbIIT UMMYHOGeHOTUII, OTCyTcTBUe MyTauuyu V600E reHa
BRAF) BapuanTHbiit BKJI u JIKIIC oueHb CXOXM MEXIY COOOIA,
OIHAKO pasinYaloTCcsl HaauMuueM JIeiKO3HOV WMHQWIbTpaluu B
TMCTOJIOTMYECKOM IIpernapare KOCTHOIO MO3ra IpU BapUaHTHOM
BKJI B mpoTuBOBeC CKYZHOMY BOBJIEYEHMIO KOCTHOTO MO3ra B
TYICTOJIOTMYECKOM ITpernapate TpernaHoouonTarta mpu JIKIIC.

[Ip  nedyenum JIKIIC B mepBy0 ouepenb MpPUMEHSETCS
CIUIEHOKTOMMSI, a TaKke KOMOMHMPOBaHHAS Tepanms
KIagpuOVMHOM M PUTYKCMMaOOM; BO BTOpPOI JMHUM Teparmu
ucrosb3yroTcsa cxeMmbl R-CHOP, R-F(M)C.

2.1. JKay1o0sI M aHaMHe3

e VY Bcex nmaimeHToB ¢ rnogo3peHuem Ha BKJI miu ¢ BoeisiBieHHbIM BKJT
IIpY TEepBUYHOM IIpMeMe PEeKOMEHAYeTCH TIIATe/lIbHbIii cOop
’Kaj100 ¥ aHaMHe3a IIpy 3a00/IeBaHMSIX OPraHOB KPOBETBOPEHUS U
KpOBU Aj151 Bepudukauyuu guarsosa [5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)



Kommenmapuii: npu ocmompe Heobxo0umo oueHums ooujee
COCMOsIHUEe nauyueHma no wikaae onpedejeHuss cmamyca nayueHma
Bocmounoli 06seduHenHoli oHkonozuueckoli epynnet (ECOG) (cm.
Ilpunoxcenue I'l). Ilpu 6vipaxceHHOU aHemuu Yy nauueHma mozym
ommeuamscst ciabocmes, o00blwKa, cepouedueHue, 2071080KPYHCEHLUE,
ycunusawwuecs npu @Qusuueckoli Hazpyske. IIpu 6vlpaxceHHOL

mpomboyumoneHuu — zemoppazudeckuti cuHopom (pedko). Ilpu
HetimponeHuu - 2unepmepmusi, uacmeole UH(pEeKYUOHHO-
gocnaiumesibHole 3abonesaHus, uHoz0a C MsHenvbm

HCUBHEY2pOXcalowumM  meueHueM  (abcyeduposaHue, NHEBMOHUS,
cencuc). Ilpu cnnieHomezanuu — ynjomHeHue u yy8cmeo msxicecmu 6
anuzacmpuu u 1esoti N0J0BUHE HUBOMA.

PEKOMEHayemCﬂ YMOUHEHUe cemeliH020 aHamHesa 0 Haauquu
3a06051e8aHUS cCUCMEMbl Kposuy poaCn’IGt?HHLlKOS.

ITockonvky 3abonesaHue 6 OOJbUWIUHCMBE CyUaes pa3euU8aemcs
NOCMENEeHHO U ONUMENbHO, Hanobvl 00120 MOZYmMm 0MCymcmaeosams,
HeCMOMPpSs HA 8bIPAMCEHHYIO YUMONEHUIO U CNJIEHOME2AIUI0.

2.2. dDusukajJbHOe 00c/IenoBaHue

e VY Bcex nmaumeHToB ¢ rnopo3peHuem Ha BKJI miu ¢ BoeisiBieHHbIM BKJI
IIpU TMEPBUYHOM WM I[OBTOPHOM IIpMemMe, IIPU KOHTPOJbHBIX
0o0CIeoBaHMUSIX M IIpU TIOJO3PEHMM Ha penuauB 3abojgeBaHUS
peKOMeHyeTCs BBITIOJIHEHME BU3YaJIbHOTO 0OCMOTpa
TeparneBTUYECKOTO, MajabIlallMM TepareBTUUYEeCKON U ayCKyAbTalum
TepareBTUYECKON, OmpeaeieHre OOIIEero COCTOSHMS IO IIKaje
ECOG, a Takke OCMOTp MUHAQIVH U TOJOCTU PTa IJISI YTOUHEHUS
pacIpoCTPaHEHHOCTH, HAINMUYUS OCJIOKHEHUM U TSDKeCTU TedeHMS
3a6omeBaHus [5].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJbCTB — 5)

Kommenmapuii: npu ocmompe Heobxo0umo oueHums oobujee
cocmosiHue nauueHma no wxaie ECOG (cm. Ilpunoxcerue I'1), a
makxe ocmMompems MUHOANUHBL U NOSIOCMb pMA, KOXHble NOKPOBbL;
nanvnayusi 00JXHA BKINUAMb NANBNAUUI0 8Cex 00CMYNHbIX 2pynn
nepugepuueckux JIY, neueHu, cee3eHKU.

2.3. JIabopaTopHbIe AMarHOCTUUYECKMe MCCIeI0BaHus



e Bcem nmaieHTam ¢ nmomospeHneM Ha BKJI mnu ¢ BoisiBiieHHbIM BKJI
TIpY HAOMIOOeHUM, TIPOBEIeHUM JeueHusI, olleHKe 3P(HEeKTUBHOCTI
Tepamnuu, KOHTPOJbHBIX OOCIemOBaHMIX ¥ IIOJO3PEeHMM Ha
penuauB 3a00jeBaHMS PEKOMEHAYeTCSI BbIIIOJTHUTh OOt
(KIMHMYECKUI) aHalin3 KPOBM pa3BEPHYTHIV C OIpeleleHneM
YPOBHE reMOrjI001MHa, SpPUTPOIIUTOB, TPOMOOLIMTOB, JT€IKOIIUTOB,
IO CYETOM JIEVIKOLIUTapHOM dbopMybI " KOJIMYeCcTBa
PETUKYIOLUTOB [JII YCTAaHOBKM [MAarHo3a, YTOYHEHUS TSIKeCTU
COCTOSTHMSI ~TMalMeHTa, JIUMHAMMUKM 3a0ojeBaHMs, BbIpaOOTKMU
aleKBaTHOW TepaneBTUYECKON TaKTUKU U/Uan (B Cllyyae paHee
IIPOBENEHHOM  Tepanuu) OLEeHKM  pasBUTUSI  BO3MOXKHBIX
HeskelaTeNbHbIX SIBJIeHUI jedeHns [5,11-13].

VpoBeHb YyOegUTENbHOCTM peKkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

Kommenmapuii: 6 npenapame Mmaska Kposu  8bl167H0MCA
«BOpCUHUamole» JUMPOUOHble KaemKu 0oJiee KPYnHoz0 pasmepa c
20MO2EHHBIM — PA3PENCEHHBIM XPOMAMUHOM 0pad OKpyeJol  uau
08a/1bHOTI, pexce 00008UOHOTI PopMmbl, ¢ 0080JbHO WUPOKOU 0G51e0HOTI
UUMonasmoti, ¢ HepoB8HuIM, (PeCmoHUaAmMviM, C OMPOCMKAMU UIU
B0PCUHKAMU Kpaem UYumoniasmel.

e Bcem mauuentam c¢ momo3peHneM Ha BKJI, a Takke mpu OlieHKe
spdbexktuBHOCTM Tepanuyu BKJI peKomeHAyeTCS BbIIIOJHUTD
LIMTONOTUYECKOe MccilenoBaHue (MMyHKIMI0) KOCTHOTO MO3Ta B
KayeCcTBe OCHOBHOI'O AMAarHOCTMYECKOTO MeToja, HeoOXOAMMOro
IJ1sl TOATBepXXAeHus 1 GopMynrpoBaHus auardosa [5,11,12].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeIbCTB — 5)

Kommenmapuii: 8 KocmHoM Mo032e «BOPCUHUAMBIX» JIUMDOUYUMO8
uacmo Oonvlie, uem 8 Kposu. OOHAKO B03MOMCHA MPYOHOCMDb
acnupayuu KoCmMHo20 Mo032a («CyXas NYHKUUs»), 4mo CBSA3aHO C
¢ubpo3om KocmHozo mo3za npu BKII.

e Bcem mauyeHtam ¢ momo3peHueM Ha BKJI, a Takke mpu OlieHKe
spdexkTuBHOCTU Tepanuu BKJI peKoMeHayeTcs: 110 BO3MOXHOCTU
BBITIOJIHUTD TMATOJIOTOaHATOMMYECKOe MCCaeloBaHe OMOIICUITHOTO
(omepalOHHOI0) MaTepuajga KOCTHOTO MO3Ta B KaueCTBe BasKHOTO
IMArHOCTUYECKOIO0 MEeTO/a, He0OXOAVMOro IJIsI IOATBEPKACHUS U
dbopmynupoBaHus nuarHosa [5,11,12,14].



VpoBeHb YyOegUTENIbHOCTM perkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

Kommenmapuii: namoJ1020aHamomu4ecKoe uccnedosaHue
ouoncutiHozo (onepayuoHHo20) mamepuana KOCMHO20 M032a 8AXCHO
0ns ycmadosneHuss duazvoza BKJI, mak kaxk no3eossiem 8bls8Ums
JUMPOUOHYI0 UHDUABMPAYUI0 C Yepmamu, XapakmepHoLMU UMEHHO
ons BKJI, oueHums pe3epevl KposemaeopeHus, a Makxxe nposecmu
JupeperuuanvHpliii duaznos ¢ aniasueti kposemeopeHus. Ipu BKJI e
ouoncutiHom  (onepayuoHHOM) mamepuane KOCMH020  Mo032d
00Hapyxcusaemcst ymeHvlleHue Koauuecmea 3J1eMeHmo8 HOpMaibHO20
2emonoasza u ouggysnas unu JuggysHo-ouazosas uHuIbBMpayus
KOCMHO020  MO032a  <«PblXJI0»  PACNOJIONEHHBIMU — JUMPOUOHBIMU
KJemkamu cpedHezo pasmepa C HenpasuivHoli opmoii sdpa u
0080/1bHO WUPOKOU UUMONIAsmoli ¢ Hepo8HuIM Kpaem. TunuuHol
Gubpo3, HapyweHUs: MUKpOYUPKYASUuU 8 gude nojeti Kpo8ousausHull,
pacmsiHymslx CUHYCO8 — KAPMUHA, N0360510Wast Mopdoao2uuecku
OmaUYUMb 3Mom 8uo setiko3a om opyzux 3a601e8aHull.

Bcem nmauyentam ¢ momo3speHmeM Ha BKJI, a Takke mpu OlieHKe
spdexktuBHOCTM Tepanuyu BKJI perKomeHAyeTCS BbIIIOJHUTD
uccieqoBaHe O0MOIOTMYECKOTO0 MaTepuana KpOBM WMJIM KOCTHOTO
MO3Ta METOAOM IPOTOYHOI IMTOQIyOopuMeTpUn (OorpeneneHne
MMMyHOdeHOTUIa AUMMQGOIIUTOB KPOBM WJIM KOCTHOTO MO3Ta) B
KayeCcTBe OCHOBHOIO AMAarHOCTMYECKOTO MeToaa, HeoOXOAmMMOro
1715 TIOATBepXAeHus 1 popmMyaupoBaHus auarsosa [5,11,12,15].

VpoBeHb YOegUTENBbHOCTM peKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJlbCTB — 3)

Kommenmapuii: onpedenevue uUMMyHOpeHOMUNA  ONYX0J€8blX
aumeouumos o6s3amenvHo 0na eepuguxauuu duazvoda BKJL Ins
2M020 UCNONB3YHMCS 084 83AUMOJONONHAOWUX MemModd: NPOMOUHAS
uumomempuss u HIX. He 8vi8/1eHO KaK020-mo eJUHCMBEHHO20
mapkepa BKJI, noamomy O0ns mouHo20 OudzHO3d HEO0O6X00UMO
oueHusams 00CMAMOUHO WUPOKYI0 naHenvb B- u T-knemouHsix CD-
Mapkepos, exkawuas mapkepol, munuutsie 015 BKJI. IIpu npomouHoli
uumomempuu 8sis16J15110Mcst cuivHas skchpeccusi CD19, CD20, CD22,
CD79a, omcymcmeue 3kcnpeccuu CD5, CDI10, CD23, CD43 u
aKcnpeccust munuurwlx 015 BKJI CD11c, CD25, CD103, FMC7, CD123,
CD200, LAIR-1. H3pedka ecmpeuarmcs OmkJAoOHeHUs (abeppauyuul)
(¢eromuna — Hanuuue HemunuuHsix 0151 BKJI mapkepos CD10 (do 20
%) u CD23, pexce CD5.



e Bcem mnammeHtam ¢ nopo3peHuem Ha BKJI pekomeHpayeTtcsi
BBITIOJIHUTH MOJIEKY/ISIDHO-TeHeTUYeCKoe MCCIefoBaHue MyTaluu
BRAFV600E B nuMdo1nTax KpOBU MJIM KOCTHOTO MO3ra B KauecTBe
OCHOBHOIO [AMAarHOCTUMYECKOTO MeTOHa, HeoOXOOMMOIro IS
MoATBePXKAeHMs U dopmyaMpoBaHus guarHosa [3,5,11,12,16,17].

VpoBeHb YOegUTENBHOCTM PpeKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 3)

Kommenmapuii: npu BKJI 6onee uem 8 95 % cnyuaes evisignsiemcs
mymauusi BRAFV600E, komopas omjauuaem ez20 om Opyzux B-
KJIemouHblX JaumponponugpepamusHsix 3a605e8aHuli, a makxie om
gapuaHmuoti opmot BKJI u numegomsl KpacHoil nynsnsl cene3eHKU.
dma mymayus Moxcem Obimb Bbli8JIeHA MemodomM NOJUMEPA3HOL
UenHoll peaxkyuu 8 KJ1emouHvlX 00pasyax Kposu uiu KOCmHO20 Mo32a
unu npu HI'X-uccnedosanuu. Ilockonvky mymauuss BRAFV600E
senssemcsi  duazHocmuueckum — kpumepuem  BKJI,  xcenamensHo
8bINOJIHSIMb ee NOUCK Y B8Cex nauueHmos 8 pa3sepHymoti ¢ase
3a60ne8aHusl, 0CO0EHHO 8 OUAZHOCMUYECKU CIOMCHBbIX CAyudsx, npu
MAHENOM COMAMUUECKOM cmamyce U pe3ucmeHmHsimMm meueHuu BKJI
— O onpedenieHus 803MOXHOCMU NpuUMeHeHus: uHeubumopa BRAF-
KUHA3bL.

e Bcem mauueHTtam ¢ momo3peHneM Ha BKJI ripy HeomHO3HAUYHBIX
OaHHBIX IIPEeOBIAYIIMX STaIlloB 00cIegoBaHus (COMHUTEIbHBIN
pe3yabTaT MMMYHODEHOTUTMPOBAHMS, TpenaHoOMOTICUH,
orcyrcTBuMe wmyTtauuu BRAF) pekomeHAayeTcs  BBbIIIOTHUTH
[1aTOJIOT0-aHaTOMMUYECKOoe UCC/IeloBaHue OMOIICUITHOTO
(omepallMOHHOr0) MaTepuaja KOCTHOTO MO3ra C IIpUMMeEHeHUeM
MMMYHOTUCTOXMMMUYECKMX METOIOB B KayeCTBe OIOJHUTEIbHOTO
IVAarHOCTUYECKOr0 METO[a, Ba)XHOTO I TOATBEPXKIEeHWUS
ouarHosa [5,11,12].

VpoBeHb yOeauTeabHOCTM pekoMeHmanuii - C (ypoBeHb
IOCTOBEPHOCTM JIOKa3aTeJbCTB — 5)

Kommenmapuii: UIX-uccnedosarue npu BKJI o6Hapyxcusaem
akcnpeccuro CD20, Annexin A1, TRAP, CD25, CD103, DBA.44(CD72),
CD1I1c, CD123, Cyclin D1 (8 GonbiiuHcmee ciydaes ciabas sdepHas
akcnpeccus). Onyxonesvle Kiemku He 3kcnpeccupyiom CD5, CDI0,
CD23 (8 pedkux cayuasx moxcem Obimb crabas 3kchpeccus Ha yacmu
KJ1eMOoK).

e Bcem manueHTaM C rogo3peHuem Ha BKJI, KOTOpbIM BBIMOJIHSIACH
CIJIEH3KTOMMSI, peKOMeHAyeTCs IIPOBECTU [1aTOJIOTO-



aHaToMMUeckoe MccjiegoBaHue OMONCUITHOrO (ONepaliOHHOIO)
MaTepuasa ceae3eHKu C IMpUuMeHeHeM UMMYHOTUCTOXUMUYECKUX
METOJIOB B KadeCcTBe [OIOJHUTEJIbHOIO [OMAarHOCTMYECKOIo
MeTOoza, BasKHOTO [1J1s1 TIOATBepKaAeHus auardosa [5,11,12].

VpoBeHb YyOeguTeNIbHOCTM pekoMmeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

Kommenmapuii: mopgonozuueckoe uccnedosarvue mkaHu ceye3eHKu 8
cyuae CnJEHIKMOMUU  B8blsieissem JUM@POUOHYI0 UHpUIBMpayuo
KpAcHoli nynonel, npu 3mom 6enas nyasha o0bIYHO ampopuposaHa.
Onyxonesas uHpurempayuss npugodum K 00pa308avud makx
HA3bl8AEMbIX «KPOBSHBIX 03€ep», Komopsle npedcmasasiiom co0oli
pacmsiHymole Kpo8vto CUHYCbl. YMOuHeHut duaznoda nomozaem UI'X-
uccnedosaHie MKAHU cee3eHKU C onpedesieHuem XapakmepHolx 0715
BKJI mapkepos.

[Taumentam ¢ mnomo3peHeM Ha BKJI, KOTOpBIM BBIMIOJIHSIACH
Ouoricus  IeyeHM, PpPEKOMEHAYyeTCsl TPOBecT  IaToJIOro-
aHaTOMMYeCckoe McciegoBaHMe OMOICUITHOTO (OMepalMOHHOTIO)
MaTepuasa Ceje3eHKu C IIpUMMeHeHeM MMMYHOTIUCTOXUMUYECKUX
MEeTOLOB B KadyeCTBe OMNOJHUTEIbHOI'0 AMarHoCTMYeCKOro MeToa,
Ba)KHOTO [JIJISl IOATBEpsKOeHMs nuardosa [5,11,12].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

Kommenmapuii: mopgonozuueckoe uccnedosaHue mKaHu neueHu
8bls18J151em ONnyxoJiegyro uHpuaismpayuw, Komopas pacnoaazaemcs He
MOILKO 8 NOPpMAbHbIX MPAKMax, HoO U 8 CUHycoudax. YmouHeHuw
duazHo3a nomozaem MIX-uccnedosaHue mMKAHU  nedeHUu ¢
onpedeneHuem xapakmepHsix 0151 BKJI mapxepos.

[TaumenTam ¢ nmomo3speHneM Ha BKJI pekomeHayeTCs BBINIOJTHUTD
orpefejieHMe  YPOBHS  aKTMBHOCTM  Kuwioit  ¢ocdartasbl
AuM@OLUTOB B mepudepnuueckoit KpoBM U/UIM B IyYHKTaTe
KOCTHOTO MO3ra B KauecTBe JOINOJHUTEIbHOIO AMArHOCTUYECKOIO
MeTOZa, BaKHOTO [J151 TIOATBEPKAeHus Auardosa [5,11,12].

VpoBeHb YyOegUTENbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

Kommenmapuii: yumoxumuueckoe uccnedogavue JauUM@oOyumos Ha
TRAP spxo evisiensem TRAP 8 «gopcuHuamoix» aumgouumax. dmom
8ud (epmeHma uHo20a MOXMEM  BbIABAAMbCI Npu  Opyeux



Jum@ponpoaugepamusHslx  3a00/1€8aHUSIX, 00HAKo 8blCOKAs
akmusHocms TRAP munuuva umeHHo 0151 BKJT u ecmpeuaemcs 8 95 %
cyuaes.

Bcem maimeHTaM c mnomospeHuem Ha BKJI pekomeHpayeTcsi 110
BO3MOXHOCTYM BBIMOJHUTL MCCIeAOBaHME MOHOKJIOHAJIbHOCTU
MMMVHOIJIOOYJIMHOB B  KpOBM ¥ B  MOYe  METOIOM
MMMYHODUKCALIUA B KauecTBe JIOTIOTHUTEIbHOIO
IVATHOCTMYECKOT0 MeToJa, BaskHOro s audbdepeHIaabHOM
nuarHoctuku BKJI [5,11,12].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)

Kommenmapuii: napanpomeuHemust 8 uyejomM He XapakmepHa OJis
BKJI, ecmpeuaemcsi pedko (0o 10 %), 8 OCHOBHOM Yy NOMUJIbIX
nayueHmos, u uauje 6vieaem cnedosoli, npu 3mMom npeumyuecrneeHHo
gvisienssemes  IgG.  IIpoeHocmuueckoe 3HAYeHUe MOHOKIOHAIBHOLL
cekpeuuu He yCmaHosseHo. BoisgsneHue 3Hauumot cekpeyuu — nogoo K
pesusuu duazHo3a (cekpemupywwas Jaum@oma, naasMoyumoma,
MHOMECMBEHHASL MUETIOMA).

Bcem mammentam ¢ BKJI mepen HauvajioM IIPOTUMBOOITYXOJIE€BOM
TepanuMy pPeKOMEeHAYeTCS BbIIOJIHeHMe 001Iero (KIMHUYECKOTO)
aHaaM3a MOYM IS YTOUHEeHUSI (PYHKUMU IIOYEeK U MCKIIIOUEHMUS
MHbEeKLMY MOUYeBbIBOASIIMX myTelt [5,18].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

Bcem manmentam ¢ BKJI mepen HavajioM IIPOTMBOOITYXOJI€BOW
Tepanuu PeKOMEHIAYeTCSI  BbIIIOJIHEHME  aHa/liu3a  KPOBU
O0MOXMMMUECKOTO 00IeTeparieBTUYeCcKoro (JakTaTaeruaporeHasa,
MoOuYeBasl KMUCJIOTa, MOYEBMHA, KpeaTMHUH, OOmmii OeoK,
aabOyMMH, OMIMpPyouH, acrapraTamuHoTpaHcdepasa,
alaHMHaMuHOTpaHcdepasa, 1enouHass  ¢ocdarasa, Kanauii,
HaTpuit, IMIOKO3a) [JISI YTOYHEHMS COMAaTUUYECKOTO COCTOSIHUS
MalyeHTa, BbISIBJIEHMS OpPraHHOM OUCPYHKINUM ¥ BBIPAOOTKMU
aZleKBaTHOM TepamneBTUUeCKOV TaKTuKM [5,13,18].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJbCTB — 5)

Kommenmapuii: dpyzue napamempul 6UOXUMUUECKO20 AHANU3A KPOBU
Mo2ym 0blmb 8KNIOUEHBL 8 UCCTIE008AHUE HA yCMOMPeEHUE 8paud.



e Bcem mnammentam ¢ BKJI mepen HauvasioM IIPOTUMBOOITYXOJIE€BOM
Tepanumn peKoOMeHyeTCs BBITIOJIHEHME KOaryJ0rpamMmbl
(TpOTPOMOMH 170071 MHO, aKTUBMPOBAHHOE YacTUYHOEe
TPOMOOILJIACTMHOBOE BpeMms, (UOPUMHOTEH, TPOMOMHOBOE BpeMms)
IJIsT YTOUYHEHUSI COCTOSIHMSI TallMeHTa M BbIpaOOTKM afeKBaTHOM
TeparneBTNYEeCKOM TaKTUKu [18].

VpoBeHb YyOegUTENIbHOCTM perkoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeJIbCTB — 5)

Kommenmapuii: dpyzue napamempsl K0az2y/10702Uu4eck020 aHAIU3A
Kposu Mozym 0blmb 8KJII0UEHbI 8 UCCTIe008aHUE HA YCMOMPEHUe 8paud.

e Bcem mnammentam c¢ BKJI mepen HavajioM IIPOTUMBOOITYXOJIE€BOM
Tepanuyu PeKOMEHAYeTCsl OllpeleseHue OCHOBHBIX TPYIIT KPOBU
o cucreme ABO, ornipeneneHne antureHa D cucrtemsl Pe3syc (pesyc-
dakTopa) i1 BO3MOXHOCTM BBITIOJIHEHUSI reMOTpaHcy3um mpu
HaJIMYMU IIOKA3aHUI 4,0, BO BpeMs miu nocie tepanuu [18].

VpoBeHb yOeauTenbHOCTM pekoMeHnmanuii - C (ypoBeHb
IOCTOBEPHOCTM IOKa3aTebCTB — 5)

e Bcem mnanmentam ¢ BKJI mepepn HadasioM IIPOTUMBOOITYXOJI€BOM
Tepanuu peKOMeHyeTCs BBITIOJIHEHUE MOJIEKYJISIPHO-
OMOJIOrMYeCKOTO MCC/IeloBaHMs KpPOBM Ha BUpYC rematurta B
(Hepatitis B virus) u Bupyc renaturta C (Hepatitis C virus) B Lensx
YTOUHEHMS pUCKa M B ciayyae HeOOXOAMMOCTU IPOPUIaKTUKA
peakTMUBaLIMM BUPYCHOrO rematura [13,18].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuiti - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJbCTB — 5)

e Bcem mnammentam ¢ BKJI mepen HauvasioM IIPOTUMBOOITYXOJIE€BOM
Tepanumn PEKOMEeHyeTCs BBITIOJIHEHUE MOJIEKYJISIPHO-
O610IOTMYECKOTO MCCAeI0BaHMsI KPOBM HA BUPYC MMMYHOIeDULIMTA
yenoBeka (BMMY) 1 (Human immunodeficiency virus HIV-1) nnas
YTOUHEHUSI  HeOoOXOAMMOCTM  OJHOBPEMEHHOTO  IIpOBeIeHMUsI
IIPOTUBOOIYXOJIE€BOI 1 aHTUPETPOBUPYCHOI Tepannuu [13,18].

VpoBeHb YOegUTENbHOCTM pekoMeHzamuit - C (ypoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

2.4. MHCcTpyMeHTa/IbHbIE AMarHOCTUYeCKue
VICC/IeJOBaHUS



e BceMm manmeHTaM Ipu ycTaHOBKe amarHosa BKJI, a Takke mpu
oneHke 3ddekTuBHOCTM Tepanuu BKJI pekomeHayeTcs: II0
BO3MOYXHOCTY BBIIIOJIHUTh KOMIIbIOTepHYI0 Tomorpaduwo (KT)
OpraHoOB OPIOIIHO¥ moocTH [5,18].

VpoBeHb YyOeguTeNIbHOCTM pekoMmeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

Kommenmapuii: 6  OonvwiuHcmee — ciyuyae8  8bul8/151emcs
cnieHomezanusi om ymepeHHoli 0o 3HauumenvHol, 0e3 0uaz08020
nopaxyeHuss MKAHU CceNie3eHKU. YeeuueHue eucuepaivholx JIY
onpedensemcs nhpumepHo 8 20 % cayuaes, uauie He3HAUUMENbHOE, HO
Moxcem Ovimb U 8 6ude KOHzioMepamos (0C0OeHHO 8 MOo000M
8o3pacme uau NPuU NpozpeccuposaHuu 3a6onesausl).

e Bcem mammeHTaMm 1mipu ycrtaHoBke nuarHosa BKJI, a Takke Imipu
oulenke 3ddekTuBHOCTM Tepanuu BKJI  peromeHmyeTcst
BBITTOJTHUTD Y/JIbTPA3BYKOBOE MCC/IeIOBaHME OPraHOB OpIOIIHOM
nosioctu [5,18].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTelbCTB — 5)

Kommenmapuii: 8 06onvwiuHcmee ciyuaes npu yabsmpaszeyKko8om
uccnedosaHuu Buls8aemcse CNjaeHomezanus om YMepeHHoll 00
3HauumenvHoll, 0e3 0uaz08020 NOPAaMEHUS] MKAHU Cele3eHKU.
Veenuuenue sucuepanvHoix JIY onpedensiemcs npumepro 6 20 %
cryuaes, uauie He3HAuUmesbHOe, HO Moxcem Obimb U 8 8ude
KOHznomepamog (0c00eHHO 8 MoJo0oM 8o3pacme Uau hpu
npozpeccuposauuu 3a00/1e8aHus).

e Bcem mamnmeHTaM C BbISIBJ€EHHBIM MAaCCUMBHBIM yBeIMUEHUEM
abgoMMHAIbHBIX UM 3a0promuHHBIX JIY 160 C HaIuuuem
TUIIePTEePMUM, JIETOUHBIX CMMIITOMOB PEKOMEHAYETCSI BhITIOTHUTD
KT opraHoB rpymHON KJIETKM [JISI MCKIIOUEHMS BHYTPUTPYIHOIM
numdaneHonaTuu, MHEeBMOHMUM, IIJIeBpUTa, abciecca JIerkoro
[5,18].

VpoBeHb YyOegUTENIbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

Kommenmapuii: npu esiseneHuu eHympuzpydHoii aumgpaderonamuu
Heobxo0umo nposedeHue @muuampuueckozo o06cnedosaus 0
uckoueHuss mybepkyne3a, maxk kak nauueHmst ¢ BKJI sensiomcs
2pynnoti 8blC0K020 pucka pazeumus mybepkynesa. Ilpu couemanuu



BKJI ¢ myb6epkyne3om HeobX00umMo nposooums JieueHue o000ux
3abonesaHuli 00HOBpPEMEHHO 8 NOJHOM o00BeMe, mMAaxk Kaxk npu
CB0€BPEMEHHOM JieeHUU U daoeK8amHOM Omeeme HA mepanuro
npozHO3 y nayueHmos 61azonpusimHoii.

e Bcem mnaumeHTaM C 060J€BbIM CUHAPOMOM PEeKOMEHAYeTCS
BBITIOJIHUTb PEHTTeHOrpaduio KOCTel cKeneTa IS MCKIIUEHUS
crieliMduuecKoro rnopaskeHus kocreii [5,18].

VpoBeHb YyOegUTEeNbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JO0Ka3aTeIbCTB — 5)

e Bcem mammeHTaMm 1mipu ycrtaHoBke nuarHosa BKJI, a Takke 1ipu
onleHke 3dderTuBHOCTM Tepanuu BKJ  pekomeHayeTcs
BBITIOJIHUTD 37eKTpokapauorpaduio [5,18].

VpoBeHb YyOegUTEeNbHOCTM perkomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

Kommenmapuii: ebvinonHeHue asnekmpokapouozpaguu Heodxo0umo
0Nl uckawueHuss conymcmayioujeti KapouanpHoli namosozuu u/uau
ocnoxcHeHuti meueHus BKJI, a makxe 075 OueHKU OUuHAMUKU
unmepsana QT npu neueHuu ¢ npumeHeHuem uHzubumopa BRAF-
KUHA3WbL.

2.5. IlHble ayarHoCTUMYeCKMe UCCIeJOBaHMA

e Bcem nareHTaM C ToA03peHnemM Ha HaJInume
SKCTpaMeOY/UIIPHOTO  ouara  IOpakeHUs]  PeKOMEHAYeTCs
BBIMIOJIHUTD OMOIICMIO BEpOSITHOIO ouara s Bepudukaum
crienguueckoro rnopaxkenus [5,18].

VpoBeHb YyOegUTENbHOCTM pekoMeHzamuii - C (YpoBeHb
IOCTOBEPHOCTM JI0KA3aTeJIbCTB — 5)

Kommenmapuii: cneyuguueckoe nopajceHue op2aHos u mxaHeti npu
BKJI doka3vigaemcsi moyibko npu mMop@onozuueckom ucciedosaHuu ¢
umMmyHogpeHomunuueckum  uau  HMI'X-uccredosaHuem u  npu
go3moxcHocmu onpedeneruss mymavyuu BRAFV600E.



3. Jleuenue

HasHaueHne ¥ mNOpUMeHeHMe JIeKapCTBEHHBIX IIpernaparTos,
YKa3aHHbIX B KJIMHMUYECKMX pPEKOMEHIaliuii, HampaBjeHO Ha
obecreueHye MalyeHTa KiMHMUecku 3¢G@PeKTUBHOI 1 6e30IacHoi
MeOULIMHCKOM TOMOIM, B CBSI3U C 4YeM UX Ha3HaueHue W
NIpUMeHeHMe B KOHKPETHOM KIMHUUECKOI CUTyaly OpeaeisieTcs
B COOTBETCTBUM C MHCTPYKUMSIMM MO MPUMEHEHUI0 KOHKPETHbBIX
JIeKapCTBEHHBIX MpernapaToB C peanusalyeil MpefcTaBJIeHHBIX B
MHCTPYKIMM Mep MPeJOCTOPOSKHOCTU MPU UX TIpUMeHeHUM, TaKKe
BO3MOYKHA KOPPEKLMS 403 C YUETOM COCTOSIHUS MalMieHTa.

CnemyeT yYMTBIBATh, UTO Y MaIieHTa MOTYT ObITh HECTAHAAPTHbIE
TIPOSIBJIeHMST 00JIe3HM, a TaKKe coueTaHyue KOHKPeTHO 00yie3HU C
IPYTUMM TIATOJIOTMSIMM, YTO MOXKET OMKTOBATh JeuallleMy Bpauy
M3MEHEeHMUsI B aJTOpUTMe BbIOOpA OINTUMMAJIIBHON  TaKTUKU
IVATHOCTUKU U JIEYeHUSI.

3.1.Iloka3zaHMa K HaAUa/Iy Tepannm U orpenejieHue
CTpaTerum jJeueHus

e Jlaumentam c¢ BepuduuypoBaHHbiM BKJI 6e3 uuToneHmMmu win
3HAUMMOJ CIUIeHOMeraiuu (<+2 cM M3 Iofpebepbs) WIM C He
HapacTalollei IMTONeHMel JIerkoi cTereHy (YpOBHM reMOIJI00MHa
>110 r/n, TpomboLMTOB >150 ° 109/11, HeliTpodmios >2,0 109/11,) "
06e3 CMMNOTOMOB 3a0ojieBaHMSI TIPU YCJIOBUM BO3MOSKHOCTU
peryasipHOro KOHTPOJIS 3a MalieHTOM crenududeckas Tepannus He
pekomenayercs [5,11,12].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM IOKa3aTeJbCTB — 5)

e JlanimeHtam c BepuduipoBaHHbiM BKJI ¢ HamuumeM 3HAUMMOI
WM YCYTYOJISIIoNIeicss uTornennein (ypoBuu remornoouna <110 r/
a1, TpombonutoB <100 ° 109/11, Helitpodmwio < 2,0 ° 109/11),
MHDEKIMOHHBIX OCIOXKHEeHUI, CMMIITOMHOM WM HapacTarollei
CIJIeHOMerajueii peKOMEeHAYyeTCsI Hayajao creuuduyeckoi
tepanuu [5,11,12].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKAa3aTeJlbCTB — 5)



3.2.JleueHNe MallMEHTOB C BIIepBbIE
OUATHOCTVPOBAHHBIM BOJIOCATOKJ/JI€TOYHbBIM
JIeMKO30M

OcHosHbIMU npenapamamu 8 JjeueHuu BKJI, npusodsawjumu K
MHO207IeMHUM NONHbIM pemuccusim npu BKJI, senswomcs aumanozu
nypuHos, 6 uacmuocmu, Kaadpubuv. Hecmompsi Ha 8bICOKYIO
a(pekxmusHocmy U HEMOKCUUHOCMb, NpPUMEHEHUEe KaadpubuHa 8
nepeoti 1uHUU 00b6IYHO NPUBOOUM K OJIUMENbHOMY MUETIOMOKUUECKOMY
azpanynoyumo3sy [19], umo onacHo y uMmyHOKOMNPOMEmMupo8aHHbIX
nayuermos ¢ BKJI, 8 c8s3u ¢ uem npednoumumenbHO NpumeHeHue
ka1adpubuHa nocjie KYnupoeaHusi HelimponeHuu npuMeHeHuem
urmepgeporom o unu uHzubumopa BRAF-kuHa3wl #8emypagpernuda™*.
Jleuerue BKJI ¢ akCcmpameoynisipHblM NopaxdceHueM makxie O0O0NHCHO
Obimb, 8 nepsyw ouepedb, CUCMEMHbIM, C NpPUMEHEHUEM
unmepgeporom o u/unu KnadpubuHa, 803MOMCHO ¢ dobasyieHuem K
mepanuu #pumykcumaoda**. PekomeHoauuu no npumeHeHur) OAHHbIX
JIEKAPCMeEeHHblX NPenapamos npedcmasieHvl HUxXCe.

e [lanMeHTaM C BIiepBbie OMarHoCTMpoBaHHbIM BKJI ¢ rokasaHusmu
K crneuuduyeckoit Tepanuyu IpPU HaJIMUUMM HENTPONEeHUU B
KayeCcTBe IIepBOr0 JTamna JieyeHUsS PeKOMEeHAYeTCs Teparus
nHTepdepoHom a [20,21].

VpoBeHb YOeAUTENBHOCTM peKoMeHZamuit - B (ypoBeHb
IOCTOBEPHOCTU JOKa3aTeJlbCTB — 3)

Kommenmapuii: vintepdepoH o 00b/4HO NpumeHsiemcs 8 meueHue
12-16 mHed. 0do HasHaueHus auanoza nypuHa (018 Koppekuuu
HelimponeHuu u npoguiakmuku OAUMenbHO020 MUEI0MOKCUUECKO20
azpaHyioyumosa 8 pe3yabmame npumeHeHusi knaopubuHa) e dose 3
MiH ME 3 pasa 6 Hedenw nookoxwcHo. B 3asucumocmu om
nokasameieti 2emozpammul U uHOUBUIyaibHOLl hepeHocumocmu 003a
urmepgepoua a. moxcem sapvuposams om 1 do 5 man ME u om 2 pas
8 Hedenrw 00 exwedHe8HO20 npumeHeHusl. B c¢8a3u ¢ uacmoim
passumuem 2punnonodobHoz0 CUHOPOMA HA HAYAILHBIX IMANAxX
npumeHeHus uHmepgepoHa o mepanuio ciedyem HaUUHamMs ¢ 003vl 1
maH ME Ha ¢oHe aHmunupemukos, nocmeneHHo ygeauuugas 003y 0o
cmaHdapmuoti (3 man ME 3 pasa 6 Hedenw). IIpu zny6oxoti
JietikoneHuu uHmepgepon aHeobXo0umo npuMeHsmo C
0CmMopoxcHocmolo, He ¢popcupyss 003y (U3-3a pucka B8pemMeHH020
ycyeybneHus JetikoneHuu). Llenvio npumeHeHus uHmepgepoHa o
A67151€Mcsl  Npupocm  Helimpogunos 3a cuem CHUMEHUS UUCIA
aum@poyumos 8 zemozpamme 00 YposHs <50 %, umo noseonsem



usbexamos azpadyaoyumosd U UHQEKYUOHHBIX OCIOMHEHUll nocne
Kypca aHanoza nypuros. IlapannenvHo, Kak npasuio, npoucxooum
yMeHblleHue pasmepa cene3eHku. HHmepgepoH o MOMHO He
npumensms  neped  OCHOBHbLIM  KYpCOM  Kaadpubuma  npu
He3HaUUmMenbHOM JAuM@poyumose U MUHUMAIbHOU UHPUIBMpayuU
KOCMH020 M032d.

[TaimeHTaMm ¢  BOepBble AuarHoctupoBaHHbIM  BKJI  mpm
BBIDAQKEHHOM HEWTPOIleHUM (arpaHyJaoLMTO3) WIUM B IE€PUO[
aKTMBHOM MH(EKLMN IIepe[ Tepanueii aHaJioraMy IyPUHOB MOXeT
OBITH PEKOMEHIOBAHO Ha3HaueHue #BeMmypadenndba** B mose 240-
960 Mr/cyT mo KylmMpoBaHMUS HeiTporneHunu (HeiTpoduiasl > 1,5 X
10%/m) [22,23].

Kommenmapuii: #semypagenub ob61adaem namozeHUumuueckum
deticmeuem Ha aHomanvHylo BRAF-KuHasy onyxoneevix KJemokx.
O6biuto npumersemcs dosa 240-480 mz/cym. cpok JieueHust 8 cpedHem
3 mecaua.

VpoBeHb YyOeguTeNIbHOCTM perkomeHpaumuii - C (ypoBeHb
JOCTOBEPHOCTH JOKa3aTeJIbCTB — )

[TaiimeHTam c BriepBbie AuarHocTupoBaHHbIM BKJI ¢ mokasaHusIMu
K crneuupuyeckoir Tepanuy IIOC/ie 3aBeplieHus] Tepamnuun
MHTeppEepoHOM ¢, a TaKkKe TIalMeHTaM C He3HaYUTe/bHbIM
auMGOLMTO30M M MUHMMAAbHOM MH@UIbTpalieii KOCTHOTO
MO3ra, KOTOPbBIM He II0Ka3aHO MpeaBapuUTe/IbHOe Ha3HaueHle
uHTepdbepoHa o, B KayecTBe OCHOBHOTO JTama JeuyeHUs
pPEeKOMEeHYyeTCsI Teparys KaaapubuHom [24].

VpoBeHb YOeAUTEIBHOCTM peKoMeHAauuii - A (YpoBeHb
IOCTOBEPHOCTU J0Ka3aTeJbCTB — 2)

Kommenmapuii: npu BKJ npumeHsiom 1 Kopomkuii Kypc
knadpubuHna 8 dose 0,1 me/ke/cym = 7 Oueti unu 0,14 mz/ke/cym x 5
Oueli [25] (8 Odammoli Oo3uposke npumeHeHue npenapama He
3apezucmpuposado). B paHdoMu3upo8aHHvIx UCCie008aHusix He ObL10
8bl516J1EHO  pasnuuuii 6 3ApgexkmueHocmu U  nepeHoOCUMOCMU
npenapama npu pasHelx  pexcumax 88edeHus. OOuHakosas
O6U0doCcMynHoCcmMs KAadpudbuHa npu NOOKOHCHOM U OOJIFOCHOM 88edeHuUU
OvL1a noomeepioeHa OaHHbIMU (papmakoiozuueckux uccaedosanuti. C
yuemom ydobcmea excedHesH020 NOOKOMXHO020 88e0eHUs hpenapama
OaHHblli pexcum s8asemcst npednoumumensHoim 8 mepanuu BKJL. Ecnu
mepanusa K1adpubuHoM HasHauaemcsi no Kaxoli-1ubo npuuuHe 0Oe3
npedsapumenvHoz20 Kypca uHmepgepoHa a U 8 YCa08usx 21y00Koli



HelimponeHuu y 0cn1ableHH020 NAuueHma, 603MOXCHO NpoBedeHUe
JleueHust 8 OpoOHOM pexcume: 1 eeedeHue 8 Hedenio 00 CyMMApHOI
Kypcoeoti 003vl [26].

JleueHue knadpubuHom He mpebyem CneyualbHolli conymcmeywujeti
mepanuu (m. e. He HA3HAUAIOMCS NPOMuUBOPBOMHbIE npenapamsol,
800Has1 HAZPY3KA), 3A UCKJIUEHUEM NPUMEHEHUSI KO-mpumokcaszona™*
U ayuxka08upa 8 coomeemcmeuu ¢ uHcCmpykyueii onsa npoguirakmuxu
uMgexkyuii (no nokasavusim; 00s13amesibHO 8 Cyudae HelimponeHuu —
00 8occmarosieHust yposHs Helimpogunos >1,0 x 109 /7).

e [lanmeHnTam ¢ BHoepBble auarHoctupoBaHHbIM BKJI  mpu
CMMIITOMHOI  TpombOoIluTonieHny, Hed3(PdEeKTUBHOCTU  UIU
HEIepeHOCUMOCTU  JIEKAPCTBEHHOM  Tepanuu, OCIOKHEHUSX
criieHoMeranuu (MHGAPKThI, pa3pbiB), a Takke MPU BbIpasKeHHOI
crieHoMeranuu  (6omee 10 cm  HMKe  pebepHOl  OyTH),
COYeTarlIecs ¢ He3HAUYUTEIbHBIM [OpakeHneM KOCTHOI'O MO3ra,
PEKOMEHYeTCsI BbITIOJIHEeHe CIIJIeHIKTOMMUM [5].

VpoBeHb yOeauTenbHOCTM pekoMeHzmanuii - C (ypoBeHb
IOCTOBEPHOCTM JI0Ka3aTebCTB — 5)

Kommenmapuii: npu BKJI yoanenue cene3eHku 6bicmpo auxguoupyem
uumoneHui, Ho auws y 20 % nayueHmos Ha ONumenvHslli CpoK; y
OoNbUIUHCMBA XHee IPGPeKm cnaeHIKmMoMuu coxpaHsiemcs meHee 1 200a
C Heu30excHbIMU 8 JaJbHelileM npozpeccuposaHuem 3a00nesaHus u
nompebHOCMbi0 8 NPoBedeHUU JIeKapCmMeeHHOLl mepanuu.

3.3.JleueHne peuuanBoB U pedpakrepHbIX (hopm
BOJIOCATOKJIETOUHOTIO JIeIKO3a

e [laumentam c peuuauom BKJI, y KOTOPBIX MPOOO/IKUTENbHOCTh
pemuccuu Oblia Oojiee 5 Jj1eT, PEKOMEHAYETCS II0OBTOPHOE
JleyeHue, aHaJIOTMYHOe [epBUYHOMY [27-29].

VpoBeHb YyOeguTeNbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/bCTB — 4)

Kommenmapuii: NOKAa3aHo, umo npu docmamouHoti
Npooo/IHUMENbHOCMU peMUCCUU NOocle nepsuydHozo JjeueHuss BKJT
amanozom nypuHa (knadpubuH) nOBMOPHOE NpPUMEHeHUe IMUux
npenapamos makice 3¢pgpekmusHo.



e [Tanmentam ¢ BKJI, He JOCTUTIIMM MOJHONI pemMuccum dyepes 6—12
MecC. Tocje Tepamnuyu KIaapubMHOM, PEKOMEHAYeTCS ITOBTOpHAas
Tepanus KIaJpuOMHOM B TOM K€ peXyume, KaK IJis ITePBUUHBIX

MalMeHTOoB, ¢ JobaBjeHueM #pUTyKcuMaba™* B mose 375 Mr/M2 6
BBeleHui ¢ MHTepBanom 28 nHeit [30,31].

VpoBeHb YOegUTENBHOCTM PpeKoMeHZamuii - B (ypoBeHb
IOCTOBEPHOCTM I0KA3aTeIbCTB — 3)

Kommenmapuii: nepuod 6occmaHosieHUs MUe10n033a Moxcem Ovims
O/IUMeNbHbIM, NOIMOMY, eClu Y hayueHma nocie nposedeHHoz20 Kypca
JleueHUsl AHA1020M NYPUHA OMMeuaemcst NOJA0HUMeNbHAs. OUHAMUKA
—  UCYE3HOBEHUE <«BOPCUHUAMBIX» JAuMPoyumos u meHOeHYust K
60CCMAHOBJIEHUI0  nhoKka3amesiell Kposu, yMeHblleHUue pasmepa
ce/le3eHKU, Mo NoJHOmMy O00CMUZHYMOU peMuccuu ouyeHusarmm He
paHee uem uepe3 6—12 mec. nocie jieueHusl.

e [laneHTam C peunguBoOM BKIJI, IIPOSIBJISIOILVIMCS
IIPeMMYIIeCTBEHHO VBeJIMUYeHeM Cejie3eHKM, PeKOMEeHIyeTCs
BBITTOJTHEHME CIVIEHIKTOMMUM [5].

VpoBeHb YyOegUTENbHOCTM pekomeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJIbCTB — 5)

Kommenmapuii: kak npasuno, monvko ChJleHIKmMomusi He npugodum
K pemuccuu u ecned 3a Heli mpebyemcss nposedeHue CUCMEMHOT
mepanuu.

e JlanimeHTaM c pedpakTepHbiM TeueHreM BKJI ¢ BbIsIBI€HHOI
myTauyein BRAFV600E B kauecTBe OOHOIO M3 BapMaHTOB Tepariunmu
peroMmeHayeTcs #BemypadeHnd™* B mose 480 mMr/cyT B TeueHue 2
Mec. 1 6osiee (IO MOCTOKeHUsT pemuccun) [32].

VpoBeHb yOeauTenbHOCTM pekoMeHmanuiti - C (ypoBeHb
JOCTOBEPHOCTHU 0KAa3aTe/lAbCTB — 4)

Kommenmapuii: #semypagenud™* moxem npumeHImsCcs mMOIbKO
npu doxkasauuoii mymauuu BRAFV600E. Fmeemcs onslm yCheuwHozo
npumeHeHus #eemypagenuba™* 6 pasHoix do3uposkax — om 240 mez/
cym 0o 960 me 2 pasa e cymku [33]. C yuemom docmamouHoU
a¢ppexmusHocmu u xopouleli NnepeHOCUMOCMU Mbl Hawe NpumeHsiem
003y 240 me 2 pa3a 6 cymku.

e JlaumenTtam c pedpakTepHbiM TeueHnem BKJI B KauecTBe OZHOTO
13 BapMaHTOB Tepaluy peKOMeHAyeTcs MHTeppepoH o B o3e 3



MiaH ME/cyT 100 OOCTVMXKeHMSI MaKCMMaJIbHOTO OTBeTa C
MOC/IeyIOIMM TepexoqoM Ha BBeOeHMe 3TOil [03bl 3 pas3a B
Henento [5].

VpoBeHb yOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeJbCTB — 5)

e [lanyenTtam c pedpakTtepHbiM TeueHueM BKJI B KauecTBe OZHOTO
M3 BapMaHTOB Tepanmuu MOXKeT ObITb PpeKoOMeHAOBaHa
KOMOMHaIMsI #6eHgamMmycTuHa** B mose 70 Mr/M2 B 1-2-11 OHU C
#putykcumabom™* B/B B mo3e 375 Mr/M2 B 1-7t 1 15 mHM, 6 KypCOB C
VMHTepBaJIOM 28 Hel [34].

VpoBeHb YOegUTENBLHOCTM peKoMeHZamuit - B (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeJlbCTB — 3)

3.4.ConyTCcTBYIOIIAA M COIIPOBOAUTE/IbHAA Tepanmns
MalVIeHTOB C BOJIOCATOKJIETOYHBIM JIEIKO30M

e TTaumenrtam c BKJI ¢ nomospeHueM Ha pa3BuTue MHGEKIMOHHO-
BOCHJIMTENIBHOTO  Mpoliecca PeKOMEHAYeTCSA  HeOT/IOXKHOe
Ha3HaueHMe aHTUOaKTepualIbHOI Tepanuu [7,35,36].

VpoBeHb YyOeauTeNbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — 4)

Kommenmapuii: npu neuenuu nayuermos BKJI Heo6xoduma Kpatiss
HACMOPOMEHHOCMb 8 OMHOWleHUU UH(pekyuli — 2unepmepmust npu
BKJI, 6 omauuue om JumM@pom, He S675emcsi CUMNMOMOM
UHmMoKcukayuu u ceudemenscmeyem 0 HAAU4UU UHQEKYUOHHO-
80CNAnIUMenbHo20 npouecca, uacmo 0e3 uemko onpeoensemol
Jlokanusayuu. Y nayueumos ¢ BKJI uacmo passuearomcsi NHe6MOHUU,
CuHycumslt, abcyeccl 8 NOOKOMCHOU KIemuamke, MeXMblUuleUHble
abcyeccol (0COOEHHO 8 MbIUYAX HOZ), NpU IMOM 8 (883U C
HelimponeHueli ouazu uHpexyuu npu BKJI cKnOHHbI K ObICMpOLi
2eHepanusayuu u mpebytom HeOoMmJI0#H020 HAa3HaueHus
aHmubakmepuaivbHoli mepanuu.

e [TauyenTtam ¢ BKJI B coueTanuu ¢ Ty6epKyie30M peKOMEHIYeTCs
neyeHye 060ux 3a60/1eBaHMiT OMHOBpEMEHHO [37].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
JOCTOBEPHOCTHU I0Ka3aTe/lAbCTB — 4)



e [laumentam c¢ BKJI, 3a uckiaoueHMeM MALMEHTOB C OJUTEIbHOM U
ITyO0OKO HeMTpoIleHMell (arpaHy/IoLMTO3a) C HaUUMeM TSKeIbIX
MHQEKIMOHHbIX OCJIOXKHEHUII, He PeKOMEeHIAyeTCs Teparus
KOJIOHMEeCTUMYAupyomuMu dakropamu [38].

VpoBeHb yOeOUTEIbHOCTM peKoMeHzanuii - B (ypoBeHb
JOCTOBEPHOCTH J0Ka3aTeabCTB — 3)

e [TauuenTtam ¢ BKJI ¢ mrybokoit aHeMueil py UCKIIOUEHUN IPYTUX
NIPUYMH aHeMuM (Oe@UUUT skejle3a WM BUTaMMHA Big, u T. 1.)
peKOMEeHAyeTCsA KpPaTKOBPEeMEeHHasl Teparus SPUTPOINOITUHAMMU
[39].

VpoBeHb YyOegUTENIbHOCTM pekoMmeHzamuit - C (ypoBeHb
IOCTOBEPHOCTU JOKa3aTelbCTB — 5)

e [laumentam ¢ BKJI m0Opu BO3HUMKHOBEHUM OCTPOrO WU
XPOHMYECKOTO 00JIeBOTO CHHIPOMA PEKOMEHAYEeTCS IIPOBEeCT
IMarHOCTUKY TPUYMHBI 00JIeBOr0 CUMHIApPOMA M MOCIeAYIOIIYIO
MaTOTeHeTUYEeCKYl0 MM CUIIMTOMATUYECKYyl0 Teparuio 601eBOTo
cuHapoma [5,40,41].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTU JOKA3aTeIbCTB — 5)

Kommenmapuii: naubonee uacmas npuuuva 6onu npu BKII -
JIOKAJIbHBLL 80ChaiumensHblli npoyecc (abcyecc, socnaieHue mxadetl).
B smom cnyuae HeoOXo0umo nposodums akmueHoe JieueHue ouazd
gocnaieHus (8kawuasl, npu Heo6Xoo0uMoCmu, Xupypauieckoe jeueHue).
IIpu ucknroueHuu uH@eKyuoHHo-8ocnanumebHotl npupodsl 601€8020
CuHOpoma nayueHmy nposodumcs obe3boausarwas mepanus
CO2NIACHO  CYWecmeyluwum npomokoaam 00e300ausavust  (CMm.
coomeemcmaywujue KiuHuueckue pekomeHoauuu no XpOHUUECKol
001U, KIUHUYECKUEe peKoMeHdayuu no aHecme3uoio2uu), 8 mom uucie
no NOKA3aHUsIM — C NPpUMEHeHUeM HAPKOMuueckux u NncuxomponHix
JIeKAPCMBEHHbIX npenapamos C yuemom 603MOMCHbBIX
npomueéonoKasaHuli, C853AHHbIX € yumonenuetl, UHBIMU
KJIUHUYEeCKUMU cumyayusmu.

3.5.0npenenenmue 3(pPeKTUBHOCTU JIeUEHUS

e [lanymeHTaM, 3aBepUINBIINM 3allJIAHMPOBAHHOE JIeUEeHMeE T10 TI0BOAY
BKJI, pekomeHayeTcs olleHKa 3G PeKTUBHOCTU JieueHUs yepes 6—
12 mec. mocne 3aBeplleHMUs Tepanuy COIVIACHO MeXAYHapOOHbIM



KpuTepusam (rmpeasioskeHbl B 2006 r. u moauduupoBanbl B 2011 1.
(cm. ITpunoxenue I'2)) [5,12].

VpoBeHb yO0eauTeNbHOCTHM pekomeHpauuit - C (YpoBeHb
OOCTOBEPHOCTHU JOKA3aTEIbCTB — 5)

C.T[e,ELYET YUNUTbIBATb, UTO y INallME€HTA MOIYT OBITb HeCTaHOJapTHbIE
ITpOsBJIEHUA 60H€3HI/I, d TaKXKe coueTaHue KOHKp@THOVI 60y1e3HU C
APYI'MMHA TIaTOJIOTMSAMM, UTO MOXET AOUMKTOBATL JieuallleMy Bpauy
N3MEeHEeHHus1 B aJITOpUTMe BI)I60pa ONTUMAJbHOM TAKTUKU
AMAaTHOCTUKU U JIeUeHU .



4. PeaOunuranms

e Bcem nmaumenTtam ¢ BKJI Ha Bcex sTarax Tepanuyu 3abojeBaHusI, a
TaKke rnocJjie 3aBeplIeHUs JIEKapCTBEHHOTO JeueHusd
peKOMeHAyeTcA KOMIUIeKCHas peabunnutauust [42].

VpoBeHb yOeauTenbHOCTM pekoMeHzanuii - C (ypoBeHb
IOCTOBEPHOCTM KOKa3aTeJbCTB — 5)

Kommenmapuii: cneyuanvHsix memodos peadbunumayuu npu BKIT He
cyuiecmgyem. Peabunumauus nauuenmos ¢ BKJI donxcHa Hocumbo
KOMNJIEKCHbIL xapakmep, oxeamoviédss MedUuyuHcKue u CoyuaibHo-
ncuxonozuueckue achekmel adanmauyuu nauueHma K HOPMAJIbHOT
wcusHu. O06sem MeOUYUHCKOU peabunumauyuu paspadbamosieaemcs
UHOUBUODYANIbHO Ond Kaxc0020 hayueHma 8padom-peadunumosiozom
npu yuacmuu 8pada-zemamosnoza. Kpome 23mozo, npozpamma
peabuaumauuu 00JIHCHA YUUMbI8AMb COYUANIbHBIE U NCUX0I02UUECKUE
npobieMpl nayueHma u 6KJAUAMv (N0 NOKA3AHUSM) COUUAIbHBIX
pabomHuKko8 u ncuxono208. Peabunumauuss npu 603HUKHOBEHUU
OC/IOMCHeHUll 8 meueHue 3abonesaHuss U JieueHus nposooumcs 8
pamKax coomeemcmaeyouux Ho30102utl.



5. IIpodpuaaxkruka

MeTonoB npodumiakTvky BKJI B HacTosillee BpeMs He CYIIIeCTBYeT,
MOCKOJIbKY HEM3BECTEeH 3TUONOTUYeCKuit pakTop(bl), Beayiuii(e) K
PasBUTHUIO 3a00IeBaHMSI.

e Bcem mnaumentam ¢ BKJI mocie 3aBepiieHMs — Tepamnuu
peKOMeHAyeTcs IOXM3HEeHHOe IMHaMuyeckoe HabswogeHne vy
Bpaua-remarosora [5].

VpoBeHb YyOeguTeNbHOCTM pekomeHzauuit - C (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTeIbCTB — 5)

Kommenmapuii: ons ceoespementozo obHapyxceHus peuudusea BKIT
Heo0x00uM KOHMPOJib KAUHUUECK020 aHAIU3a KPosu He pexce 2 pa3 8
200 U pasmepa cene3eHku He pexe 1 pa3a 6 200. Peuuduswvt BKJI ¢
meueHueM 8pemMeHU pda3eusarmcs 8 nodasasiouem O0abLUUHCMEE
cyuaes ¢ uacmomoti gvisignieHus 0o 35 % npu meduaxe HabnwodeHus 5
gem u 0o 50 % npu meduane 10 nem. Peyuduevl Mozym 803HUKAMDb
uauwie u 8 0Oosee pamHue CpPoKU y Moa00blX nayueHmos (debom
3abo/iesanus 8 8o3pacme mojioxce 45 nem) u npu docmuxceHuu JuUlUb
yacmuuHoti pemuccuu. IIpu nodospeHuu Ha peyudus BKJI npogodumcs
obcnedosaHue, AHAJI02UYHOE NEPBUUHOMY NpU  YCMAHOBIEHUU
duazvo3a, 01 MOYHOU Gepuukauuu peuyudusa 3abon1e8aHusi u
UCKIIIOUeHUst Opyaux 3abonesaHuti (COCMOSIHULL), npugodswux K
UUMoneHuu, CnleHoMe2aauu U MOZyWux uMumuposams peyuous.

6. Opranmsanyusi oKazaHus
MeIUIIVMTHCKOM IOMOIIM

MenuiHCKas ITOMOIIb, 32 MCKIIOUeHeM MeOUIIMHCKOV MTOMOII
B paMKax KJIMHMYECKOi ampobalnuyu, B COOTBETCTBUM C
@enepanbHbiM 3akoHOM oOT 21.11.2011 N2 323-®3 (pen. oT
25.05.2019) «O6 ocHOBax OxpaHbl 3I0POBbsI TpakaaH B Poccuitckoii
denmepaly» OPraHU3yeTCsT ¥ OKa3bIBAETCS:

1.B COOTBETCTBUM C IIOJIOKEHMEM OO0 oOpraHu3anuy OKa3aHUS
MEeIMIIMHCKOM IIOMOIIYM TII0 BUAAM MEOUIIMHCKOM ITOMOIIH,
KOTOpPOE YTBEPXKIAeTCsT YIIOTHOMOUYEHHBIM (deiepabHbIM OPTaHOM
VICTIOJTHUTEIbHOJ BJIaCTH;



2. B COOTBETCTBMM C IIOPSIIKOM OKas3aHMsI MOMOIIM II0 MHpoduiiio
«IeMaTo/IoTusI», 00s13aTe/IbHbIM [JII MCIIOJTHEHUS Ha TeppUTOPUM
Poccuiickoi ®@enepanyy BCeMy MeAULIMHCKMMY OPraHMU3alusIMu;

3. Ha OCHOBE HACTOSIIUX KIMHUYECKX PEKOMEHIalluii;

4. C y4eToOM CTaHAAPTOB MEeOULMHCKOI TIOMOIIM, YTBEPKIEHHbIX
YVIIOMTHOMOYEHHBbIM  (eepalbHbIM OPraHOM MCIIOJTHUTEIbHOI
BJIACTMU.

[lepBuuHas crenuaaM3upoBaHHAs MeOUKO-CaHMUTApHas MOMOIIb
OKa3bIBAeTCSI  BpPauyOM-TeMAaTOJIOTOM ¥  MHBIMM  BpadyaMm-
CIIelMaJNCTaMM B IIeHTpe amOyJaTOpPHOM TIeMaTOJ0rMuYecKoii/
OHKOJIOTMYECKOI ITOMOIIM OO0 B IIEPBUYHOM I'eMaToIOrnuecKom/
OHKOJIOTMYECKOM KabuHeTe, II€PBMUYHOM TeMaTOJIOTMUeCKOM
OTHEJeHUM, IIOJUKIAMHUIECKOM OTOEJIEeHUM OHKOJIOTUYECKOTO
IMCIIaHcepa.

[Tpu BeIsIB/IeHUN y naueHTa BKJT mau rmomo3peHnn Ha Hero Bpaun-
TepaIreBThl, BpauM-TepamneBThl YYaCTKOBbIE, BpauM oOOIIeNn
MIPaKTUKKM (CeMeiiHble Bpaudu), Bpauyu-CIIELUAJINUCTbI, CpeaHue
MeOUIIMHCKIE PaObOTHMUKM B YCTAaHOBJIEHHOM ITOpSIIKe HAIIPaBJISIIOT
MmalyeHTa Ha  KOHCYJAbTALMIO B ILIEHTP  aMOy/lIaTOpHOM
reMaToJIOTMUYECKO/OHKOIOTMUEeCKO MOMOIIM JIMOO B MepPBUYHbIN
reMaToJIOTMYeCKUii KaOuHeT, IIepBMUYHOE TIeMaToJIOTMUYeCKOe
OTHe/leHMe MEeOUIIMHCKOM OpraHmM3auuu [OJisi OKa3aHusl eMy
TIEPBUYHOI CIIeMaaIUn3UPOBAHHON MeIUKO-CAaHUTAPHONM [TIOMOILN.

Bpau-remartosior amOy/JIaTOPHOIO WM CTAallMOHAPHOTO 3BeHa
reMaToJIOTNYeCcKOoit IIOMOLIM OpraHusyeT BBIIIOJTHEHME
IMArHOCTUYECKUX MiccIeqOBaHMIA, HeobOXOIMMBbIX IS
YCTaHOBJIEHMSI IMArH03a, BKJIIOUAasl paClIpOCTPAHEHHOCTh M CTaIMIO
3a001eBaHMsI.

B c1yyae HEBO3MOXHOCTM  IIPOBeIeHUSI JOMATHOCTUYECKUX
MCC/IeAOBaHMII IallMeHT HallpaBJseTcsl JiedyallMM BpauoM B
MEeIUIIMHCKYI0 OpraHM3allMi0, OKa3bIBAIOIIYI0 MEeIUIIMHCKYIO
IIOMOIIIb MallMeHTaM C reMaTOJIOTMYeCKMMM 3a007eBaHUSIMM IS
YCTAHOBJIEHMSI AMArHo3a U OKa3aHus CIeluaJu3upoOBaHHONM, B TOM
Yycjie BBICOKOTEXHOJIOTUYHOM, MeIUIIMHCKOM ITOMOIIIN.

[Ipu BoeisiBIeHuy BKJI miu momo3peHuy Ha HEro B XOIe OKa3aHUS
CKOpOIl MEeOMIIMHCKOM TIIOMOIIM IlallMeHTa I[IepeBOIsAT WU
HaAIlpaB/JSIOT B MeOUIMHCKME OpraHm3aluy, OKa3bIBalollue
MEOULMHCKYI) IIOMOIlb IalMeHTaM C TreMaToJOTMYeCKUMU



38.60)'[6B8.HI/IHMI/I, JJIs1 ornpeneneHmnd TaKTUKU BedeHuss u"
HEO6XO,ZU/IMOCTI/I IMpMMEeHEHNA MOOIIOJIHUTEIbHO AOPYyIrmx MeTOJ0B
CIIeIMaJin3MpoBaHHOTIO ITPOTUBOOITYXOJIEBOI'O JIEUCHMSI.

CrnenuanuMsupoBaHHasi, B TOM UMCIe BbICOKOTEXHOJIOTMYUHAS,
MeOUIIMHCKAsl MOMOIIb OKa3bIBAeTCsS BpauaMM-remMaToJiorTaMy B
MEeOUIIMHCKMX OpPraHM3aLMsIX, OKa3bIBAOIIMX MEeIUIIMHCKYIO
MoMoIIb ManyenTaMm ¢ BKJI, uMeommx auMieH3no, Heo0X0AMMYIO
MaTepuaJbHO-TEXHUYECKYIO 6a3sy, cepTUdULIMPOBAHHBIX
CIIEIIMAICTOB, B CTAllMOHAPHBIX YCJIOBUSIX M YCJIIOBUSIX THEBHOTO
CTalOHapa ¥ BKIIOYaeT NPOMPUIAKTUKY, AUATHOCTUKY, JIeUeHNe
reMaToJIOTMYeCKMX 3a00/eBaHMii, TPeOYIOINX WCIOIb30BaAHMS
CIIelIMaJbHbIX METOMIOB M CJIOKHBIX YHUKAJIbHBIX MeIUIIMHCKUX
TEeXHOJIOTH, a TAaK’Ke MeAUILIMHCKYIO peaduanuTaIuIo.

B MepguumHCKOM oOpraHmM3aluy, OKa3bIBAWOIIEN MeOUIMHCKYIO
riomMo1nb namyenTam ¢ BKJI, TakTuka MeguIMmHCKOTO 00CIe0BaHMs
M JIeueHUs  YCTAHABJIMBAETCS  BpayaMu-reMaTojoramMm  C
IIpUBJIeYeHuEM npu HeoO0XOAMMOCTH APYyIux Bpaueli-
CIIeIMaIMCTOB, TIpYM  HEOOXOOMMOCTM — C IIpOBedeHMeM
KOHCMInMyma. PelleHne KoHCuIMyma Bpadeil  odopmiseTcs
IIPOTOKOJIOM, MOAIIMCHIBAETCS YYaCTHUKAMM KOHCUIMYMa Bpadei u
BHOCUTCS B MEAULIMHCKYIO TOKYMEHTAIMIO Mal/ieHTa.

[TokazaHMsl K roCOUTaau3aluMy B KPYIVIOCYTOUYHbBI MM OHEBHOM
CTalyoHap MeOULVHCKOM OpraHM3arlunmu, OKa3bIBaWIIEn
CrleuaamM3poOBaHHYI0, B TOM UMC/Ie BBICOKOTEXHOJIOTUUHYIO,
MEeIUIIMHCKYIO IIOMOII[b 110 PoOuUIIo «T'eMaTOJIOTUS»,
OIpefessiloTCSI  BpayoOM-reMaTOJIOTOM/KOHCUMIMYMOM Bpauen C
IIpUBJIeYEHNEM npu HEeOoOXOIMOCTHU APYIUX Bpaueil-
CIIeLaINCTOB.

IlokazaHus OJ1s IMJIAaHOBOM rOCIIMTAaIM3al UM :

. IpOBeJleHMe Tepanuy B Caydasik, TPeOyoIIMX KPYrJ0CYyTOYHOIO
HaOmIoOmeHusT  3a  MAlMeHTOM II0  TSDKeCTM  COCTOSIHMS,
00yC/IOB/IEHHOTO JIEITKO30M MJIM OCJIOKHEeHUSIMM 3ab0sieBaHMs, UIN
10 MPUYMHE PUCKOB OCIOKHEHUI, COMPSDKEHHBIX C MPOrpaMmoit
JIe4eHMsT WJIM COITyTCTBYIONIMMM 3a00/IeBaHUSIMU;

. obcenoBaHMe TalMeHTa, B TOM UlMCle BK/IOUawIlee OMOIICUU U
MHBa3VBHbIe BMeIIaTelbCTBa, B CIy4YasiX, KOria OHO He MOXXeT ObITh
IIPOBEeIeHO aMOYyIaTOPHO.

IIokasaHusa ajisa 3KCTpeHHOﬁ rocmmrTajmnsanmun.



Ul A DN

. pasBuTHe TsKenaoi nHbeKuuu (B CBI3U ¢ HelTpornenuei rmpu BKJII

3aTpynHeHO (GopMHUpOBaHMEe OTYET/JIMBOTO ouara MHGEeKInH,
M03TOMY TSDKECTb MH@EeKLMM OIpeensieTcsl ruieprepMueii, He
KyIIMpyeMoit  aHTMOAKTepuaJbHOI  Tepamueit, CUMIITOMaMU
MHTOKCUKALIUHU, IIpU3HAKaMu CEeIITUYEeCKOTro COCTOSIHMSI,
IbIXaTeJIbHOM HeJOCTaTOUHOCTN);

. TSDKeJIoe COCTOSAHME B CBSA3M C Ha/IMUMEM OEKOMIICEHCHMPOBAHHDIX,

YIPOSKAIOMIMX KU3HU LUTONEHU (CMMIITOMHAs Iimybokasi aHeMusl,
3HAUUTEJbHBI TreMopparMyeckuit CUHIPOM, HENUTPOIIeHUs C
MHQEKIMOHHBIMU MPOSIBJIEHUSIMMN) ;

. pazButue ocjaoxkHeHuin BKJI, Bkiawuas pa3pblB (MIU YIPO3y

paspbiBa) cejie3eHKM, HeiposiefikeMuio, TJA€BPUT C MPU3HAKaAMU
IObIXaTeIbHOW  HEeIOCTAaTOYHOCTM,  [apaHeoIlacTMYeckue U
ayTOMMMYyHHbIE CUHAPOMBI, OPyTMe OCJIOKHEHMUS, yrpoxKkalolue
KU3HU;

. pa3BUTHE OCJIOXHEHUNM Tepanuu, BKIOYASA MMUEJTOTOKCUUYECKUIA

arpaHyJIOIUTO3 C JIUXOPAAKOI, TsoKelble MHPY3MOHHbIE peakluy U
IpyTrye OCAOKHEHMS, YTPOsKaIoUIe KU3HMA.

IlokazaHMs K BBINMCKE MMallieHTa U3 cTallMMoHapa.

. 3aBeplieHue 006caeqoBaHMs;

. 3aBeplIeHNe Kypca JIeueHus,

. TIepexoJ; Ha aMmOy/IaTOPHBII ITAll JIeueHusT;

. IOCTIDKeHMe oxkyuaaeMoro 3¢ dekTa oT JeueHus;

. B CJIydasix, Korja Io pellieHnio BpaueOHOV KoMuccuu rpebbIiBaHme

IMareHTa B CTaoMOHape He IIOKa3aHO B CBA3U C
6eCHepCHeKTI/IBHOCTbIO JIeUeHUd " HQO6XO,EU/IMOCTbIO OKa3aHN
TOJIBKO NAJJIMATUBHOM ITIOMOILIA.

3aKk/oueHe O 11eJlecO0Opa3HOCTM T[epeBoja TMalieHTa B
MpOPUIbHYI0O MEeOUIIMHCKYI0 OPTaHM3aIIMI0 COCTABJISETCS TOC/e
TpeiBapUTeIbHOM KOHCY/IbTallUu 1o TpeIoCTaBIeHHbIM
MeOUIIMHCKUM [TOKYMEHTaM U/WIM IIpeIBapUTeIbHOTO OCMOTpa
MalyeHTa BpadyaMy-CHenMaJIMCcTaMy MeIVIIMHCKON OpraHm3alinu,
B KOTOPYIO IVIAaHUPYETCs IepeBOo.



6. lonmomHuTenbHasa mHopmanms,
BIMSIONIASI HA TeUEeHMEe U MCXO[
3a00/IeBaHUS

Jleuenuie BKJI B mepuon_6epeMeHHOCTU

[Tpu ycraHoBiaenun nuarHosa BKJI y 6epeMeHHOI, TaKTUKA JIeUeHUSI
ompeJiesisieTcsl CPOKOM 6epeMeHHOCTU U BbIpasKeHHOCTbIO CMMITTOMOB
3aboneBaHMs.

B cimyuyae 6epemeHHOcTM Yy mamueHTKM ¢ BKJI 6e3 mokasaHmMit K
HEOT/IOKHOMY  JieueHMI0 (IpM  HEIIyOOKOi  LMUTONEeHUM U
He3HAUMUTEIbHON CcIiJieHoMeraauu, 6e3 MH(PEeKLUMOHHbBIX TPOSIBJIeHMI)
BO3MOXHO HabmomeHue. B To ke BpeMsl KpaliHe OITacHO MacCHUBHOE
BeleHlMe TallMeHTOK C YIyOsiionieiicss uUToIeHneil — HaIlpOTUB,
HeoOXOIMM OBICTPhI/i BbBIOOP aJeKBATHOM TaKTUKU JIEUEHUST IS
CBeleHMSI K MMHMMYMY OCJIOXHEHUI M  PUCKOB TeUYeHUS
O6epeMeHHOCTM ¥ POLOB [IJist MaTepu 1 pebeHka [43].

[Tpy HaMMUMM KIMHUIECKUX TToKa3aHmii K JeueHnio BKJI 6e3omacHbIM
B Iepuop, 6epeMeHHOCTH SIBJISIETCST MpuMeHeHne #uHTepdepoHa o (B
TOM >Ke peXyume IO03MPOBaHMs, YTO U y HeOepeMeHHbIX IallieHTOB),
IIOCKOJIBKY 3TOT IIperapaTr He OKa3bIBaeT OTPULATEJIbLHOrO BIUSHUS
Ha TeueHMe OepeMeHHOCTM, poOAbl, pa3BuTue I1uioga [44]. Ilpwu
BbhisiBieHMy BKJI Ha paHHMX CpoKax OepeMeHHOCTM BapMaHTOM
Teparyy MOKeT ObITh CIIJIEHIKTOMM S C MOC/IeIyIOIM Hab/IoneHeM
u b0 OTCPOUKON JieueHMSI 1O pojaopaspeleHus, Jaubo, mpu
HeoOXOOMMOCTHM, NpUMeHeHueM #uHTepdepoHa o. Vcronb3oBaHue
aHaJIOTOB IYPUHOB, #pUTyKcuMMaba™*, #BemypadeHuba™* B mepuon
O6epeMeHHOCTV He pPeKOMEHIYeTCs, HO MOXXeT ObITb BBIIIOJIHEHO I10
JKM3HEHHBIM TIIOKa3aHMSIM (mperiapaTbl IPUMEHSIOTCI B TeX ke
peXkuMax A03MpPOBaHMSI, UYTO U Y HeGepeMeHHbIX MaiyueHToB ¢ BKJI)
[43].

HOuarno3 BKJI u ero jiedyeHue B aHaMHe3e, B TOM 4YMC/JI€ aHAJIOTaMU
IIyPUHOB U #PUTYKCUMAOOM™*™, He SBJSIOTCSI MNPENsSTCTBUMEM [IJIsl
6epeMeHHOCTM U PpOAOB B MepuoHd peMHuccuu. PekoMeHIyeMblii
repuop, rpegoxpaHeHus OT 3a4aTus CoCcTaBiseT 6—12 mec.

ConpoBoauTenbHadA Tepanusa u JedyeHue ocioxxHeHun BKJI




1. OcnokHeHMs, CBI3aHHbIe C BBedeHueM mHTepdepoHa
anbda, KIaapuoOMHa, pUTYyKCMMada

HnmepgepoH a

Bcem mnpemapatram wuHTepdepoHa o CBOWCTBEHHA IIMpPOreHHas
peakiusi (TPUIIIOIIOAOOHBI CUHAPOM), CTeIleHb BBIPAasKeHHOCTU
KOTOpOIt MHAMBUIAyaJibHA U BapbupyeT OT 6ecCMMIITOMHOIO
cy6debpminTeTa 00 reKTUUYECKOi JMXOPajJKu C 03HOOOM, 6OIsIMU B
CyCcTaBax M MbIIIaxX. 4Yalle BCTpedyaeTcsl yMepeHHasl ITMPOTeHHasi
peaxkiiys, BbIPaXKEHHOCTb KOTOPOM B TeUeHMe 2 Heleslb IOCTEIIeHHO
CHMKAeTCs OO0 MMHMMyMa [0 Mepe  «IIpUBbIKaHUSI». g
NMpOPUIAKTUKM TAaHHOTO OCIOKHeHUs1 Tepanuio VDo mpoBOmsIT ¢
rnpeMenyukalyei mapameramonom™* B mosze 500 mMr BHYTpb, WINU
MHAOMeTalMHOM, 25 MI' BHYTPb, 3a 30 MMUH A0 BBeJeHMS Mmpemnapara,
M HauMHAIOT JeueHue ¢ mo3bl Mdo, cocrasasionieiil—1,5 maa ME,
TIOCTEIIEHHO 3a 1—2 Hemenu IOBBIIIAS ee 0 «paboueit» m03bl 3 MIIH
ME.

KpaiiHe penxo mnpu Tepanuu uHTepdhepoHOM anbda pa3BUBAIOTCS
MMMYHOKOMILJIEKCHBIN BaCKYJIUT, MHOYPATUBHBIN MMO3UT,
Tpebylolilie OTMeHbl MpernapaTta U Tepanuy IIOKOKOPTUKOUIAMU U
asmadepesa.

[Ipy mnoBbilieHUMM Ha ¢GoHe JieyeHUs1 uHTepdepoHOM anbda
aKTUMBHOCTU aMMHOTpaHcdepa3 TpeOyloTCsl MCKIIOUeHe reaTuToB B
n C, KOHTpPO/Jb AKTUBHOCTM aMMHOTpaHCcepa3 B [OAMHAMUKE C
BpeMeHHOJi OTMeHOJi MHTepdepoHa anbda npu npepbilieHun AJIT u
ACT BepxHei1 rpaHMIIbI HOPMbI OoJiee YeM B 5 pa3 U MpoBeIeHUEM
reraTOTPOITHOM U Ne3UHTOKCUKALIMOHHON Teparin.

Knadpubun

[Ipernapat He ToKkcuueH (B IpumMeHsieMbIx 1mpyu BKJI no3ax He o6nagaeT
KapAuo-, remnatro-, Hepo- M HENPOTOKCMUHOCTbIO), He BBbI3bIBAET
TOIIHOTY MU pBOTYy. Penkoe ocnoxkHeHue (2% ciyyaeB) —
HeMH(pEeKLMOHHAs TUMepTepmMusi IOcC/ie BBedeHMs, KOTopas ualie
HaboaeTcsl IpM CMHApPOMe Jin3uca ormyxonn. IIpernapaT BbI3bIBaeT
MMUEJIOTOKCUYECKUI arpaHy/JIOLMTO3, OJHAKO IPU €ro NMpUMeHEeHUU
nocjie Kypca Tepanuu wuHTepdbepoHOM anbda 3TO OCIOXKHEHMe
HabmogaeTcst uilb B 5% cirydaeB U AauTcs 2—5 nHeli. B aTom cinyuae
MIPOBOJUTCS CTaHapTHAs npoguiakTHKa MHQEeKIVMOHHbIX
OCJIO)KHEHMIA, KOJIOHMEeCTUMY/IMPYIOIIie pPOCTOBble (haKTOPbl OOBIUHO
He IPUMEHSIIOT.



#Pumykcumaob **

[IpenapaT BbI3BIBAET CTAHOAPTHBIE OCIOKHEHMS, CBSI3aHHbIE CO
CKOPOCThbIO BBeIeHMs. IIpMMEHSIIOT aHTUTUCTAMMHHYIO Teparnuio,
HA3HAYalT T[TIOKOKOPTUKOMIbI, YMEHbBIIAIOT CKOPOCTb BBEIEHUS
#puTtykcumaba™™,

2. HeriTponneHust 1 MHQEKIMOHHbIE OC/IOXKHEHUS
Kononmecrtumynupytouye npu BKJI, kKak mpaBuio, He IPUMEHSIOT.

MHeKIMOHHbIe OCIOXKHEHMS CBOMiCTBeHHbI camomy BKJI 1 cBSI3aHbI C
HeNTpoIreHnen, MOHOUUTONeHuen. [uneprepmuss TIIpU  ITOM
3a00/IeBaHUM HE SIBJISIETCSI CMMIITOMOM OITYXOJI€BOJ MHTOKCUKAIIVN.
MHdekuunu cayskaT OCHOBHONM IPUUMHONM JjeTanbHOCTM Iipu BKII,
I09TOMY Jil0Obass rumeprepMusi, He CBS3aHHasI C IIMPOTeHHOM
peakiueit Ha M®o, mo/kHa paclieHUMBATbCs KaK MHGPEKIMOHHOE
OCJIO’)KHEHMe " TpebyeT HeMelJIeHHOM! aJleKBaTHOM
aHTuOaKTepuaabHOV (MO IIOKa3aHUSIM —  MPOTUBOBUPYCHOIA,
MIPOTUBOTPUOKOBOIT) Teparnuu. Hanbosee 4acTo BO3SHMUKAIOT 3aTSI>KHbIE
OpPOHXMTHI, THEBMOHUM, WUHPEKUMM MITKMX TKaHei (abcrecc,
dbnermoHa, mNaparpoKTUT), CUHYCUTbI, TOH3WLINTHI, MWHDEKIINsI,
BbI3BaHHasl BMPYCOM MpOCTOro repiieca. TeueHue MHGPEKIMOHHOTO
nponecca npu BKJI oTainyaeTcsi CKIOHHOCTBIO K TeHepaau3alumn
(cemmcuc) m abcuemupoBaHMiO. Hepemko BcTpedaeTcst coueTaHue C
TyOepKyie30M.

AHTHOaKTepMasbHasE Tepamus ¥  Opo@UIAKTHMKA TPUOKOBOI
MHQPEeKIUM IIPOBOMSITCS COIJIACHO IIPMHSITBIM IIPOTOKOJaM  JIJIsI
neueHMs1 MHMEKIMOHHBIX OCJIOKHEeHMI B TIepMO] arpaHy/I0IuTo3a.

3. I'emopparnyeckme oCJI0)KHEHUS

HecMoTpsi Ha TpOMOOIMTONEHMIO, BbIpaskeHHble TemMopparmueckue
nposienienus gnas  BKJI  HexapakTepHbl. OOBIUHO BCTpeydaeTcs
YMEpEeHHbI KOXHBI/ TeMOopparMueckuii CUHIAPOM, KYIUPyeMbIil
CUMIITOMATUYeCcKOii Tepamueii, He TpeOyIOLUINii 3aMeCTUTeTbHBIX
TpaHCy3uit TPOMOOIIMTAPHOI Macchl. [Tpu rTy6OKOT
TpoMbouuTonenun (< 20 X 109 /J71) C BBIP@)KEHHBIM reMOpparnyeckum
CUMHAPOMOM WM Ha (QoHe MHPEKIMOHHOro Ipoilecca HeoOXOAMMbI
TpaHCcy3um TPOMOOIIMTAPHOI MacChl.

4. AHeMMueckuii CMHAPOM



KnuMHudyecky KOMIIeHCMPOBaHHAS aHeMMsI C YPOBHEM TreMOoIJIo0MHa >
70 1/m1 06bIYHO He TpebyeT 3aMeCTUTEeNbHOIV TpaHCPY3MOHHO
Tepanuu. IlemoTpaHCchy3UM MPOBOASTCS IIPU JIeKOMIIeHCAILUM,
CBSI3aHHOJM ¢ aHeMuel, IIpu JIOOOM YpPOBHE TIeMOITIOOMHA.
Heob6xogy¥MoO YTOUHUTH BUJ, aHEMMM, TaK KaK IpPUUMHA TAHHOTO
OCJIOKHEHMSI MOKeT ObIThb He cBsi3aHa ¢ BKJI (wacto — meduuur
Kene3a, BuTaMmuHa B12), U Ha3HAUUTH COOTBETCTBYIOIIYIO TEePaIMIo.
[Ipy wuckIOUYEeHUM MHBIX NOPUUMH aHEMUM, CTOMKOM CHMKEeHUU
ypoBHSI TeMomiobmHa A0 < 50 r/m TpebGyeTcsi HaszHaueHMe
spuTpomnosTMHa™* B cranmaptHbiX go3ax: 10 000 ME 3 pa3a B Heneo
unu 30 000—40 000 ME 1 pa3s B Hefe/ll0 B TeueHue 4—8 Helellb.

5. NudapKT 1 paspbiB cejie3eHKNU

MudapkT M paspbiB cejie3eHKM — penkue ocaokHeHusi BKII,
HeCMOTPS Ha 3a4acCTyl 3HAUUTENbHO BBIPA)KEHHYIO CIIEHOMEeTa/INIO.
Pa3ppiB ceje3eHKM (OOBIYHO IIOCJAe TpaBMbl) — IIOKasaHue K
9KCTPEHHOJ CcIUIeHSKTOMUM. [Ipu pas3sBuTumM MHGpapKTa Ccele3eHKU
BO3MOXHAa KOHCepBaTMBHAs TaKTMUKa JieUeHUsI C TIpUMEHEHUEeM
aHTMOaKTepuaabHOV Tepanuu. I[IoBTOpHbIE MHAAPKTHI CeIe3eHKU
TaKKe SIBJISIIOTCS TIOKa3aHMEM K CIIJIEH3KTOMMUNA.



Kpurepumn orieHKM KayecTBa
MeIUIIMTHCKOM IMOMOIIM

Kputepum kauecrBa

BbINOJIHEHO

MaumeHTty c nopo3peHneMm Ha BKJ1 unu BbiseneHHbiM BKJ1 npwu
NnepBMYHOM  WAM  MOBTOPHOM MpueMe  BbINOSHEH  06Wwni
(KMHWMYECKM) aHanu3 KpOBM pasBepHYThIN C onpeaesieHneM
ypoBHel remornobuHa, sputpoumTos, TPOMO6OLMTOB, NENKOLUTOB,
noAcYeTOM nenkoumTapHon hopMy bl

na/Het

MaumeHTy c nopo3peHmem Ha BKJ1, a Takxe npu UCKIOYEHUN
peumanBa BKJT BbINOSIHEHO UWTOMONMYECKOe WCCefoBaHue
(nyHKkUMA) nnu naTosoroaHaToMM4yeckoe nccnegoBaHue
6uoncuiHoro (onepaunoHHOr0) MaTepuana KOCTHOMO Mo3ra

na/Her

MaumeHTty c nopospeHveMm Ha BKJ1, a Takxke npu UCKIHOYEHUN
peunamBa BKJ1 BbiMoNHEHO wuccnepoBaHne 6uonornyeckoro
MaTepuvana KpoBM WM KOCTHOrO MO3ra MeToAOM MpPOTOYHOM
unTodayopmumMeTpumn

na/Hert

MaumeHTy npu ycTtaHoBke amarHosa BKJ1, a Takxe npu oueHke
3 PEeKTUBHOCTM Tepanuu UAN  UCKAKYeHUn peumauBa BKIJI
BbinonHeHa KT wnu ynbTpa3ByKoBOe WCC/eAOBaHWe OpraHos
6ploLwHOM NONOCTH

na/Het

MNauneHTy c BepudurumnpoBaHHbiM BKJT ¢ HanMumeMm nokasaHuin K
JIeYeHUto HayaTo cneunduyeckoe neyeHme

na/Her
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IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IeneBass ayauTOpHUs JAHHBIX KIMHUYECKUX PEKOMEH Al Mii:

¢ BpauM-remMaToOJIOTu,
¢ Bpaul-OHKOJIOI'.

MeTopmosiorusi coOopa J0Ka3aTe/lIbCTB
MeTobI, MCIIOb30BAaHHbIE JIJIST COOpa/CeeKIn JOKa3aTeIbCTB:

[Touck mybnuMKamuii B CHEHUAIM3UPOBAHHBIX MEPUOAMUECKUX
MeYaTHbIX U3TAHUSIX.

IToucK B 3/IEKTPOHHBIX 0a3axX JAHHBIX
Ba3bl TaHHBIX, UCIIOIb30BAHHBIX JIJIST COOpa/ceeKIInM JOKa3aTeabCTB:

e J10Ka3aTeJbHO¥ 0a30¥i I peKOMEHIALIMIA SIBJISIOTCS ITyOIMKAIIN,
Bolllenive B 6a3bl gaHHbIXx PubMed 1 Medline. Ilmy6uHa moucka
cocrasisiia 30 jer.

MeTozbl, MCIIOIb30BaHHbIe [IJIsI aHa/I/3a JOKa3aTeIbCTB:

. 0030pbI OITYyOJIMKOBAHHBIX METaaHAJIN30B;

. cucTeMaTuyecke 06305l ¢ TAGIUIIAMM JOKa3aTeIbCTB.
MeTobl, MCIIOb30BAaHHbIE [IJIS1 KAUeCTBa U CUJIbI JOKA3aTe/IbCTB:
. KOHCEHCYC 9KCIIePTOB;

. OLlEHKa 3HAYMMOCTM A0Ka3aTeJbCTB B COOTBETCTBUU C
PEMTUHIOBOI CXeMOJ J0Ka3aTeabCTB (Tabn. A1-A4).

Tao6nauma Al. [lIkasna olieHKY YpOBHel JOCTOBEPHOCTY J0Ka3aTelbCTB
(YO D) oyt MeTogoB OIMAarHOCTUKY (IMAarHOCTUYECKMX BMeIIaTe/IbCTB)



yaa PacwumndcdpoBka

1 CuctemaTndeckme 0630pbl MCCIeAOBaHUM C KOHTPOJIEM pedepeHCHbIM METOAOM WU
cucTtemMaTmdeckuii  0630p paHAOMM3MPOBAHHBLIX  KAMHWYECKUX — MCCNeaoBaHWi  C
NpMMEHEHNEM MeTaaHanmsa

2 OTaenbHble WCCNefoBaHUS C  KOHTposneM pedepeHCHbIM MEeTOAOM WM OTAeNbHble
paHAOMM3MPOBAHHbIE  K/IMHUYECKME UCC/eAoBaHUs W cucTeMatuyeckne  0630pbl
nccnenoBaHuii noboro AmMsanHa, 3a UCKIOYEHWEM PaHAOMU3IMPOBAHHbLIX KIAMHUYECKUX
nccnenoBaHuiA, C MpMMEHEHNEM MeTaaHanmsa

3 NccnepoBaHnust 6€3  MOCNefOBaTE/IbHOMO KOHTpoAs pedepeHCHbIM MEeTOAOM UK
nccnefoBaHnss c  pedepeHCHbIM  METOAOM, He SBASKOWMMCS  HEe3aBUCUMbIM  OT
WUCCNeNyEMOro MeToZa WM HEPaHAOMU3UPOBAHHbIE CPaBHUTENbHbIE WCCNENOBaHUA, B
TOM YMCJIe KOTOPTHblE UCC/ieaoBaHNs

4 HecpaBHUTenNbHbIE NCCNEA0BAHMS, ONNCAaHNE KIIMHUYECKOrO cny4das

5 NmeeTcs nnwb 060CHOBaHWE MeXaHM3Ma AENCTBUS UM MHEHWE SKCNEPTOB

Ta6numa A2. llIkana olieHKM YpOBHel JOCTOBEPHOCTY J0Ka3aTelbCTB
(YOO) nns MeTomoB IPOMUIAKTUKM, JIeUeHUS M peaduauTaumn

(mpoduUIaKTUUECKUX, TeUeOHbIX, peadMIUTALIMIOHHBIX BMEIIATeIbCTB)

yan Pacwuundposka

1 CuctemaTnyeckmin  0630p  paHAOMM3UPOBAHHbLIX  KJIMHWYECKUX  WUCCNeAoBaHui C
npMMeHeHWeM MeTaaHanmsa

2 OTaenbHble paHAOMM3UPOBAHHbIE KWMHUYECKWE WCCNefoBaHMS W cucTeMaTuyeckue
0630pbl  MccrnepoBaHMii noboro  AmusanHa, 3@ UCKIKYEHWEM PaHAOMU3MPOBAHHbBIX
KJIMHUYECKNX UccnegoBaHuii ¢ NpUMMeHeHMeM MeTaaHanmsa

3 HepaHAOMM3NPOBaAHHbIE CPaBHUTENbHblIE WCCNeAOBaHUA, B TOM 4WUCNE KOropTHble
nccnenoBaHus

4 HecpaBHuTeNbHbIE UCCNeA0BaHUS, ONMMCaHNE KIIMHUYECKOro Clyyas uin cepun ciyvaes,
nccnefoBaHns «CnyvYamn—-KoOHTPOb»

5 NmeeTca nuwb 060CHOBaHME MexaHuM3Ma AeNcTBUA BMewaTenbCcTBa ([OKAMHUYECKME
nccnefoBaHns) UNM MHEHME 3KCNepToB

Ta6muma A3. Illkana  OlleHKM  YpOBHel  yOeauTelbHOCTU
pexkomengauuii (YYP) mist meTomoB INPOMUIAKTUKM, OUATHOCTUKM,

JeueHusT U peabunuraumyu (IpOPUIAKTUUECKUX, TUATHOCTUUECKUX,

Heqe6HbIX, pea6I/I.TII/ITaLU/IOHHbIX BMeH_IaTe.TIbCTB)

YYP Pacwudposka

A CunbHas pekoMeHzauus (BCce paccMaTpuBaeMble KpuTepun 3P@eKTUBHOCTU
(ncxopbl)  ABNSAKOTCS  BaXHbIMW, BCE WCCNEAOBaHUA MMET BbICOKOE WU
YOOBNIETBOPUTENbHOE METOA0/I0MMYEeCcKoe KayecTBO, UX BbIBOAbI MO UHTEPECYHOLNM
ncxoaaM sIBASIKOTCS COr/lacoBaHHbIMMY)

B YcnoBHaa pekoMmeHaaumsa (He BcCe paccMaTpuBaeMble Kputepun 3bdEKTUBHOCTM
(ncxopbl) ABNSIOTCS  BaXXHbIMW, He BCE WCCNeAO0BaHWS WMEKT BbICOKOE WU
YOOBNETBOPUTENIbHOE  METOAONOrMYeckoe KaydyecTBO W/WAM  UX  BbIBOAblI MO
MHTEPEeCYOLWNM NCX0AaM He SBSIOTCSA COrlacoBaHHbIMM)

C Cnabas pekoMeHaaums (OTCYTCTBME A0Ka3aTeNbCTB Haanexalwero kayecrsa (Bce
paccMaTpuBaeMble KpuTepun 3DEKTUBHOCTU (MCXOAbl) ABASIIOTCS HEBAXHbIMU, BCE
nccecnepoBaHnda MMEKT HU3KOe MeToaosiornvyeckoe KayeCctBO U MX BbiBOAbI MO
MHTEPEeCYOLWUM UCX0AaM He SIBASIOTCS COrlaCoBaHHbIMM)




ITopssmOK OOHOBJIEHUS KJIVMHUUECKUX PEeKOMEeH Al M.

MexaHu3M OOHOBJIEHUS KJIMHUYECKUX peKoMeHIaL i
IpegycCMaTpUBaeT UX CUCTEMATUYECKYI0 aKTyaIM3aluilo — He pexe
yem 1 pas B 3 roga, a Takxke IIpU IIOSIBJIEHUM HOBBIX TAHHBIX C
MO3ULIMM [TOKA3aTeJIbHOM MeOUIMHBLI IO BOIPOCAM IMArHOCTUKM,
JieueHus, NIPOOUIAKTUKIA " peadbmIMTaALIN KOHKPETHbIX
3a00jIeBaHMii, HaIM4YMUM OOOCHOBAHHBIX IOIIOJHEHMII/3aMeuaHmnii K
paHee yTBepKAeHHbIM K/IMHMYeCKMM peKOMeHIalusIM, HO He Jaiie 1
pa3a B 6 mec.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

Cnpaeoqule Mamepuajibl omcymcmeyrm.



IIpunoxeuue b. AIropmMTmMbI
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ITpunoskenue B. Undopmanmsa nisa
IanieHToOB

BonmocaToK/IeTOUHbI  JIEKO3 OTHOCUTCS K  XPOHUYECKUM
3a00/ieBaHMSIM. OTO O3HAyaeT, UYTO Ha CEromHSIIHUIA OeHb
M3/7IeUMBAIOIIMX METOAMK IJIST 9TOM O6ole3HM He HaligeHo. OgHaKoO B
neueHuyu BKJI mOCTUTHYT OTpOMHBIN IIporpecc — IomobpaHa Takasi
KOMOMHAaIIMSI JIeKapCTBEHHBIX IIperapaToB, KOTOpas M03BOJIsIeT Ooiee
yeM y 95 % mnamuMeHTOB OOCTUYb peMuccuy 3abojeBaHMS, dYalle
IOJIUTeIbHOM, BO BpeMs KOTOpPOJi JieueHue He TpebOyeTcs u 00je3Hb
HMKAaK He MelllaeT HOPMaJIbHO XU3HMU.

OnacHOCTh OJIST KM3HM MOKET HpPeACTaB/IsTh TOJBKO MHMEKIUS B
TIepUOJ, CYMJIbHOTO CHIKEHMST YPOBHS JIEMKOLIMTOB. BOT ITouemMy BaskHO
B IIepuon JeueHus CcoOjIogaTh BCe peKOMeHJalluy Bpaua U
HeMe[JIeHHO COOOIIaTh 00 OTKIOHEHUSAX B COCTOSIHUM, OCOOEHHO O
TIOBBIIIEHNMM TeMIlepaTypbl Tena. Korma JiedeHue  YCIIEIIHO
3aBepIIeH0, Ba)KHO OCTaBaThCsl IO, HaOMIOeHMeM TIeMaToJjIora,
pPeryJisipHO IIPOBOAMUTb aHAAM3 KpPOBM U OIEHMBATh pa3Mep
celie3eHKM. OJTO [JaeT BO3MOXHOCTh BOBpeMs YBUAETh HAUajo
peLuauBa 60€3HM, elle N0 CUMIITOMOB, ¥ IIPOBECTY KOPOTKUIL KypC
JIeuyeHus1, YToObI CHOBA BBECTY 00Jie3Hb B COCTOSIHME pemMuccun. Ilpu
HeoOXOOMMOCTM Bpau IPeAJIOKUT OOIIOJHUTE/bHbIE CpencTBa
JeueHus (Harpumep, yaajieHue ceie3eHKN).

[TamuenT B pemuccuy BKJI MokeT BeCcTH OOBIUHBIN 00pa3 >KM3HU —
3aHMMAaTbCSI CIIOPTOM, PaboTaTh U Ap.



IIpunoskenue I'.

IITka/ia OIleHKM 00ILIero COCTOSIHMS
nanuenrta ECOG

KnuHnueckasgs oOleHKa o001iero cocrossHus mnaunyeHrta ¢ BKIJI
IIPOBOAMUTCSI TI0 IIKajie, pa3paboTaHHO) BOCTOUHOJ 00BemVHEeHHOI
oHkonornveckoii rpymnmoii (Eastern Cooperative Oncology Group) [45]

OpurunanbHoe Ha3BaHue: The ECOG Scale of Performance Status

Hcrounnk: Oken M.M. et al. Toxicity and response criteria of the
Eastern Cooperative Oncology Group // Am. J. Clin. Oncol. 1982. Vol.
5, N2 6. P. 649-65 [45]

Twurm: mKaaa oLeHKHn
HasHaueHye: KIIMHMUYECKas OLleHKa 00IIero COCTOSTHMS MallieHTa

CopepykaHue U MHTepIIpeTanus:

CraTtyc (6annbl) OnucaHue obLwero coCTossHMA NaumMeHTa

0 NMauneHT NoJIHOCTbIO aKTUBEH, Croco6eH BbINOJIHATb BCe, KakK U A0
3aboneBaHus
1 MauyneHT Hecnoco6eH BbINOJIHATL TAXEJSIYH0, HO MOXKET BbIMOJIHATb

NIErKyro Uam cuasvyilo paboty (HanpuMmep, Nerkyro AOMAaLIHIOW WU
KaHuensipckylo pa6orty)

2 MaumeHT Nneuntca ambynatopHo, cnocobeH kK caMoob6cny)XxuBaHuio,
HO He MOXKEeT BbINoJIHATb paboty. bonee 50% BpemeHu npoBoAUT
aKTUBHO — B BEPTUKAJ/IbHOM MOJIOXKEHUWN.

3 MaumeHT cnoco6eH NvWb K OrpaHUYEHHOMY CaM0o06Cny)XXMBaHUIO,
nposoAUMT B Kpecne wunam nocrenn 6Gonee 50% BpemMeHMU
6oapcTBOBaHUA

4 UHBanua, coBeplweHHO He cnocobeH k camoobcny)xmBaHuio,

NMPUKOBAH K Kpeciny uiun nocrenm

5 CmMmepTb

OueHka Bd)(l)EKTMBHOCTI/I JleueHsI BOJIOCAaTOK/JIE€TOYHOrO JIeliKo3a

OddexT oT JieueHMsI ITPOSIBJISIETCS ITOCTEIIEHHO, IT0 Mepe YMeHbIleHMS
naumMbonuaHOoN MHOUAbTpALIMM B KOCTHOM MO3Te U cejle3eHKe WU
rapayie;ibHOTO BOCCTAaHOBJIEHUS 3J7IeMEHTOB HOPMAaJIbHOTO



KPOBETBOPEHMS, II09TOMY CyOuUTb 00 3(GEeKTUBHOCTY Tepanmu
HeoOXoIMMO II0 AMHaMMKe JabopaTOpHBIX ITOKasaTesieit 1 pa3mMepa
cejie3eHKM B TeUeHMe IJINTeTbHOTO Iepuoia BpeMeH!.

Tak, oieHka 3¢Q@eKTUBHOCTM TNpUMeHeHUsT UHTepdepoHa o
MPOBOJINTCSI He paHee 4YeM dYepe3 8 HeHd. IOUIe Hayajda ero
ucronb3oBauus. IIpu sTom Ha ¢doHe NMpMMeHeHUS MHTepdepoHa o
elile 10 YyMeHbllleHUsT JUMQOIMUTO3a YBEIUMUMBAIOTCI UMCIO
TPOMOOIIMTOB ¥ YpOBE€Hb TIeMOIIOOMHA, YMEHbIIIAeTCsI pasMep
celie3eHKM 3a CYET CHIDKEHMSI CTeleHM MHQPWIbTpaluy KOCTHOTO
MO3ra W CeJie3eHKM OITyXoysieBbiMM jumMdonutamu. Teparmust
cuntaetcsi 3¢ PeKTUBHON MPU HATUUYMUM TIOJOXKUTENbHON AMHAMUKU
110 BCEM WMJIM HECKOJbKMM MapaMeTpaM (YMeHbIlleHNe IIUTOIIeHUN,
AuMGOLIMTO3a ¥ MOHOIIMTOIIEHUM, YMEHbIIIeHE pasMepa cele3eHKU
" BUCIepaabHOM nuMbameHonaTun). IIpu cHmkeHnn 1MMoInTO3a B
KpoBU npuMepHO 10 50 % npumeHeHMe MHTepdepoHa o 3aBepIIaioT U
MIPOBOMSIT KypPC XMMMUOTEpAInu KIaapuoMHOM.

Ha ¢oHe Kypca sedyeHus KIagpuOMHOM OTMEYAIOTCS 3aKOHOMeEpHas
auMboIieHMsT ¥ OJHOBPEMEHHO MPUPOCT TPOMOOLIMTOB U YPOBHSI
reMor/ioomMHa. B TeueHue mepBOTo Mecsilia OTMeYaeTCsl yBeJIndyeHue
(hOpMeHHBIX 37€MEHTOB KpPOBM, OJHAKO IIOJJHOE BOCCTAHOBJIEHME
reMorpaMMbl MOKET ITIOTpe6OBaTh HECKOJbKMX MECSIEB, ITOITOMY
OpY__HAAUYMY _TIOJOKUTEIbHON NVMHAMMKM _IIOKasaTejieil KpPOBU

IIOJIHOTA KOCTHOMO3TOBOJ1 peMuccum OLEeHMBAETCAd HEe paHee YeM
yepes 6—12 mec. mocje OKOHUYaHUS XMMUOTepaIrinn.

BOJIbIIMHCTBOM MCCIenoBaTeNeid TPUHATHL Clenylolie KpUutepun
peMUCCUM U MMHUMAaJbHOM OCTaTOYHOI 60me3uu [5,12]:

Kpurepumu nosHom peMuccun:

® OTCYTCTBME IIMTOMEHMMU: YpPOBHM remMomiobmHa >120 r/m,
HeliTpodmios >1,5 x 107/1, Tpom601LIMTOB >100 % 109/11;

® OTCYTCTBME OpPraHoMerajiMu: HOpMaJiM3alus pasMepa cejie3eHKU,
BUCILIepaIbHbIX JIV;

® OTCYTCTBME «BOPCUHUATBHIX» JUM@POLUTOB B mnepudepmuueckoi
KpOBU U <1 % B KOCTHOM MO3re€.

HEKOTOpre ncaiegoBaTe/JanM  BbIOCGJIAIOT IOJHYIO pPEMUCCHUIO C

pesuayaJIbHOM OO0JMIe3HBI0 IpU Hammuum 1-5 % «BOPCUHUATBHIX»
AUMGOLIMTOB B KOCTHOM MO3Te.




Kpurepuu yacTMUHOM peMUCCUN:

® OTCYTCTBME IIATOTIEHMM: YPOBHM TemornobmHa >120 r/m,
HeliTpoduios >1,5 x 109/11, TpoMboLMTOB >100 X 109/11;

* yMeHbllleH/e OpraHoMeraauu U MHQUIbTpaly KOCTHOTO MO3ra
6oee uem Ha 50 %;

® OTCYTCTBME <«BOPCUHUATBHIX» JIMM@POLMUTOB B mnepudepuieckoin
KPOBU, HO >5 % B KOCTHOM MO3re.

VaydieHyueM CUMTaeTCsl HOpMaau3alys OZHOTO U3 MmapaMeTpoB 6e3
YXYOILIeHUS TPYTUX.

IautenbHo cuntaeTcs pemuccus BKJI 6omnee 5 ner.
Pe3ucTeHTHOCTD (pepaKTEepPHOCTb)

ITockonbky mpu BKJI 3h@peKTMBHOCTh Tepamuu OlleHMBAeTCS B
OVHaAMMKe Ha MPOTSIKeHUM HEeCKOJIbKUX Heleslb JieueHUSs, CYOUTh O
pPe3UCTeHTHOCTM K MHTepdepoHy-a** MOXHO He paHee ueM dyepes3 2
MeC. HeIpepbIBHOM Tepanuu, a O Pe3UCTEeHTHOCTU K Tepanuu
KJIaApMOMHOM — He paHee ueM uepe3 1 Mec. Ioc/ie IIpoBeIeHNsT Kypca
(Ip¥ YCJIOBUM MCUE3HOBEHUST «BOPCUHUYATBIX JUMAOIIUTOB M3 KPOBU
Ha ¢oHe JieueHus).

Kputrepun pe3ucTeHTHOCTHU K Tepanumu:

e ypoBeHb remoriaoouHa <120 r/a, KoaudecTBo HeiTpodmioB <1,5 x
109/)1, KOJINYECTBO TPOMOOIIMTOB <100 x 109/)1;

® B KpOBU >5 % «BOJIOCATBIX KIETOK»;

e yMeHbIIIeHN)e YMCia «BOJOCAThIX KJIETOK» B KOCTHOM MO3re MeHee
yeM Ha 50 %;

e yMeHbllleHMe pa3Mepa cele3eHKM MeHee 4yeM Ha 50 % wiu
HapacTaHue pasMepa Cejie3eHKM, TOsIBJIeHMe BUCLEPATbHOM
numdaneHonaT, HECMOTPS Ha JieueHMue.

Kpurepumn penysusa:

* HaJMuMe KJIOHA MOMmyasuuy auMdaouuToB ¢ Mapkepamu BKJI B
KPOBM MJII KOCTHOM MO3T€;

e HapacTaHMue pasmepa cejie3eHKM, OOYC/IIOBJI€HHOe JIeiiKO3HbIM
TopakeHneM.



