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CrMcoK coKpaleHuMn

ECOG - mikasia orpeeieHus cTaTyca naiyeHTa
TRAP - taprparycroitumBas kucias gocdarasa
BKJI — BosiocaTOK/IETOUHBIN JIEVIKO3

BO3 - BcemupHas opranmsanusi 34paBoOXpaHeHMsT
UT'X — *MMYHOTUCTOXMMMYECKOE UCCIIeJOBaHe
KT - xoMmmbioTepHast ToMmorpadust

JIV — numbaTmdeckuit ysen

Mytauyusa BRAFV600E - rereposurotHast mytauusi reHa BRAF, npuBopsiasi K aMUHOKUCIOTHOM
3ameHe V600E

** — JKM3HEHHO HeOOXOAMMbIe 1 BasKHEIIINe JeKapCTBEHHbBIE ITperapaThbl

# — TIperapat, IPUMEHSIOIMIICSI He B COOTBETCTBUM C IIOKA3aHMSIMMU K IIPUMEHEHUIO WU
MIPOTUBOTIOKA3aHMUSIMY, CIIOCOOAMM TIPUMEHEHUS U J03aMM, COLEPKAIIMMUCS B MHCTPYKIMU 10
MpMMeHEeHMIO JIeKapCTBEHHOTro mpernapata (odd-eii6i)



TepMI/IHbI n oripeaec/JieHus

NMmMmyHOMEeHOTUIIMPOBaHMEe (METOIOM IPOTOYHOV IUTOMETPUM) — OlpeneneHne dheHoTuna
KJIETOK ITyTeM BbIsIBIeHMsI Ha HuxX CD-mapkepoB (KiacTepoB nudpGdepeHIIMPOBKM) B KUIKOM
obpas3iie (KpOBb) UV CYCTIEH3UM KIETOK (KOCTHBIN MO3T, OMOIOTYeCKYe KUIKOCTH).

VIMMYHOrMCTOXMMIUYECKOE MCCIeNOBaHME — UCCIeAoBaHKue GEHOTUIIA KIeTOK IyTeM
omnpenenenns CD-MapKkepoB Ha TBepIbIX 00pasiax (mapaduHOBBIX 6j0Kax) GMONTaTa KOCTHOTO
MO3Ta U CeJIe3eHKMU.

UurepdepoH o — nuTepdepoH anbda-2a** mim nurepdepon anbda-2b**

Omnpepenenue myranuu BRAFV600E - mosneKky/sipHOe MCC/IeOBaHMe, BhISIBIsONIee Hanbosee
yacTblii BapuaHT BRAF-MyTanmii ¢ 3aMeHOI BajnHa Ha ITyTaMyH B KofoHe 600.

CIUIeHIKTOMUS — yAAJIeHVe cesie3eHKY (JIaITapOCKOTIMYEeCK! WM B XOfie TIOJIOCTHO OTlepanyn).

TpenaHoGUOIICHUS — MPOIieAypa MoNyueHMst 00pasiia KOCTHOTO MO3Ta TpelaHalMOHHON UTTION U3
rpe6Hs MOAB3I0IIHOM KOCTH Tasa.

HYHKI.H/IH KOCTHOro mo3sra — Iiponeaypa II0JTy4YeHMs1 o6pa3ua KOCTHOTO MO3ra CIieliajabHO
WUTTION U3 I'PyOHDbI NN I‘p86HH MOJIB3/IOIIHOM KOCTH.



1. KpaTkas uHpopmanus

1.1. OnpepeneHue 3a60/1€BaHMSI MU COCTOSTHMS (TPYIIITbI 3200/ IeBaHUI
VIV COCTOSTHUIA)

BonocaTokneTouHsli JIeiKO3 (BKJD) - penkoe XpPOHUYECKOe B-kneTouHoe
mumboripondepaTuBHOe 3aboeBaHMe, B OOMBIIMHCTBE CIyYaeB MOpaskaolee KOCTHBIN MO3T U
cene3eHky. Ero cybcrtpaTtom sBasSioTCsS auM@OMIHbIE KIETKM C XapakTepHoii mopdosorueii
(KpyTIHBIE pa3Mepbl, OKPYITIOE SIIPO, BBIPOCThI-«BOIOCKU» IIUTOILIA3MbI, OT KOTOPBIX MPON3O0ILIO
Ha3BaHMe 3ab6oeBaHMsI) 1 0co6bIM deHoTUIIOM [1,2].

1.2. 3Tnonorus u maToreHes 3a60JI€BaHMSI VIV COCTOSTHUS (TPYIIIIBI
3a00/IeBaHU1 MJIM COCTOSTHUIA)

Otuosnorus BKJI, Kak ¥ MpouMx JIeiiKO30B, HEM3BECTHA. B maToreHese 3a60eBaHMsI BaSKHYIO POJIb
urpaet aktusupyrowmas myrauysi V60OE rena BRAF [3].

1.3. dnuaeMmmonorus 3a00/1eBaHNUS MJIM COCTOSIHUS (TPYIIITbI 3a00/1€ BaHMIA
VIV COCTOSTHUIN)

BosiocaTokeTOUHBIN JIeIIKO3 COCTaBJsSIeT MPUMepPHO 2 % OT BCeX JIEMKO30B B3pOCIbIX U 8 % OT
IPYTUX XpoHUUecKuX jumdornponudepaTuBHbIX 3ab0meBaHUil. ITOT BUJ, Jieifko3a dalle BCEro
BCTPeYaeTcsl Cpefy MY>KUMH CpelfHel BO3PacTHON IPYIIbl (COOTHOLIEHVE MY>KYMH U SKeHIIVH
cocrasysieT 2—4:1, Bo3pacT naiueHToB — 6osee 50 yieT), OMHAKO M3BECTHBI CIyuanu 3a60eBaHuS B
momnonoM (mosnoske 30-40 set) Bospacre [4].

1.4. Oco6eHHOCTY KOOMPOBAHUS 3a00/IeBaHMS WIN COCTOSTHUS (TPYIIIIBI
3a00J/IeBAaHUI UJIM COCTOSIHIT) IO MeKAYHAPOOHOM CTaTUCTUUECKOM
KiIaccuduranuy 60JIe3Hel U mpooJieM, CBI3aHHBIX CO 3J0POBbeM

C91.4 BonocaTOK/IeTOUHBIN JIeIIKO3

1.5. Knaccudmkanys 3a00/1eBaHMS WIN COCTOSTHUS (TPYIIIIbI 3a00/1€e BaHM
WIV COCTOSTHUIN)

O6menpuusaToil kinaccubukanmu BKJI He cylecTByeT, OOBIYHO BbIAEISIOT HAYaJbHYIO U
pa3BepHYTYIO (asbl BIIEPBbIE BbISIBIEHHOTO 3a00JIeBaHMsI, PEMUCCHUIO (TIOJTHYIO WJIM YaCTUYHYIO),
peunanB (paHHUIA VIV TTO3GHUIT), Pe3UCTEHTHOE TeueHye 3a060/IeBaHMsI.

1.6. KnmHnyeckass KapTuHa 3a00/IeBaHUS WJIM COCTOSIHUS (TPYIIIIbI
3a00/1eBaHU1 MJIV COCTOSTHUIA)

Knunanueckne nposinennst BKJI MoryT BapbupoBaTh OT MUHMMAJIbHBIX MM BOOOIIE MOJHOCTHIO
OTCYTCTBOBaTh (TOrma 3abojieBaHMe SIBISIETCS CAy4aiiHOW HaXOAKOM IIpu 00CiIem0BaHUM) [0
BBIPAKEHHBIX CMMIITOMOB CIUIeHOMeranuu u uutonennu [5]. Onst BKJT xapakTepHbl JIeIKOTIeHUST C
HeTpomneHneil ¥ MOHOIIUTOIIEHMEN, a TaKKe aHeMus U TpombouuTonenus. B 95 % ciayuaeB B
KPOBMU TaIIEHTOB OOHAPYKMBAIOT XapaKTepHbIE «BOJIOCAThIE»/«BOPCUHUYATHIE» JTUMMOIUTHI, HO
KOJIMYECTBO MX MOXKET ObITh pasiuuHbiM. Turnmuno mast BKJI yBennueHue ceye3eHKUM — OT
HE3HAUMUTETbHOTO 10 T'MTaHTCKOTO, OJHAKO BCTpeualoTcsl BapuaHThl BKJI 6e3 cruieHOMeraiunm.
OuaroBoe TMOpaxkeHue ceje3eHKU He xapakrepHo s BKJI. VBenuueHuss mnepudepuyeckux
mumbaTryeckux y3noB (JIV) mpu BKJII Het, HO v 15-25 % manyueHTOB BBISIB/SIETCS YBeIUUYeHME
BucLepaabHbIX JIY. [Ipy 06HApY)KeHUM YBeIUUYeHMs BHYTPUTPYIHbIX JIY HE06X0OMMO UCK/ITIOUUTD
TyOepKyie3Hoe TopakeHue. KiauMHMYeCKMe CUMIITOMBI LMTONEHUM (OLHO-, [BYX- WA



TPEXPOCTKOBOW) 3aBUCST OT CTEMEHM €e BhIPaKeHHOCTM, HO B II€JIOM aHEeMMsS TIOAOJTY ObIBaeT
KOMIIEHCUPOBAHHO, TPOMOOIUTOTIEHMS] YaCTO OECCMMITTOMHASI UM C YMEPEHHO BbIPasKeHHbIM
remMopparmyeckuMm  cuHipomoM. OCHOBHOe >KM3Heyrpoxawuiee owiokHeHue BKII -
BOCTIAIUTENIbHO-UH(PEKIIVIOHHBIE  TPOIECChI, CKJIOHHbIE K  CENTUYECKOMY TEYeHUI0 U
abcuenupoBaunio. Heiiponeiikemust He XapaktepHa st BKJI, MeHUHreajibHble CUMITTOMBbI
TpeOyIOT MCKIIOUeHMs] 6aKTepuasbHOro, BUPYCHOTO WM TyGepKyJIe3HOrO0 MEeHMHIUTA.
MonoxkmoHanbHast cekpenyst mpu BKJI Bcrpewaercss penko (10-15 % cioydyaeB), B OCHOBHOM
MpeAcTaB/ieHa He3HAUMTeNIbHOI/CIefoBOl CceKpellMeli TapampoTeuHa Kinacca G, OJHAKO
BCTpeyvaloTcs oiydyaum Kiaaccuueckoro BKJI ¢ MOHOKIOHa/bHONM —cekpenumeit  20-30 r/i.
Cnenndnueckoe mopaskeHne HenuMdaTndyeckux opraHoB Impu BKJI BcTpewaeTcs penko,
KJIMHMUYeCcKasl KapTUHA IIPU 3TOM MOXeT OTCYyTCTBOBATb MM 3aBUCUT OT JIOKAIM3aL UM TTOPasKeHUS
(koka, KOCTM, JIeTKMe, IIOYKM, IL[eHTpaJbHas HepBHasl CuUcCTeMa). VICKIIOUeHUEeM CITysKUT
crienuduyeckast nuddysHas auMdonHas MHPWIbTPALMS TTeYeH!, BCeTIa MPUCYTCTBYIOIAS TTPU
BKJI, HO OOGBIYHO He TPUBOAAIIAS K YBEIUMYEHMIO Wi HapyuieHuto QyHKuuu opraHa. KpaitHe
penko nipu BKJI BcTpeuaeTcss M30IMPOBAHHOE 3KCTpaMERY/UISIPHOE IOpaXeHue, Hampumep
TOpa’keHMe 0CeBOro ckeseTa (M03BOHKMU, KPecTell, Ta3) ¢ MTKOTKaHHbBIM KOMIIOHEHTOM. Hannune
9KCTPaMeAyY/UIIPHOTO ovara IOpakeHus [OOKHO ObITh BepUGUIMPOBAHO MOPGHOIOTUYECKUM,
UMMYHOMDEHOTUITMUECKUM  (TIPeAIIOUTUTEIbHO) WM  MMMYHOTMCTOXMMMYeckuMm  (UI'X)
MUCC/Ie[OBaHMEM, B (Jydyae M30AMPOBAHHOTO SKCTPaMeLy/UISIPHOTO TOpakeHMsl (T. e. Ipu
OTCYTCTBUM TIpouelt TunmuyHoii kaptuHbl BKJT) — onpenenennem myTtauuu BRAFV600E.

YacToTa BCTpeUaeMOCTH KIMHUKO-Ta60paTOPHBIX TposiBieHnit BKII:

e cruieHOMeranus —y 80 % malueHTOoB;

e JerikonieHus —y 70 % nanyeHTOB;

e HeliTporneHus: —y 75 % MalueHTOB;

e MoHoUuTOoneHus —y 90 % nauueHTOB;

e «BOJIOCAThIE» TMMMOIIUTHI B Ma3Kkax nepudepmuyeckoit KpoBu — y 95 % IaiyeHToB;
e TpomboIuTonenus —y 80 % maieHTOB;

e aHemus —y 70 % nmaumueHTOB;

e abmommHaNbHas MMMbageHonaTus —y 15-25 % manyueHToB;

* MOHOKJIOHa/IbHAs Tammanatusi —y 10 % mainueHToB.



2. InarHoCTMUKa

MHnozue pexkomeHO08aHHble Memodbl OUAZHOCMUKU 3a060N€8aHUSl U CBA3AHHBIX C HUM COCMOSIHUL
umerom oepavuieHHyr 0oKaszamenvHyr 06asy (8 coomeemcmeuu co WKAAAMU OYEeHKU YPOBHS
docmosepHocmu  0oKazamensCme U YposHS yb6edumenvbHOCMu pekoMeHOauuil) no npuduHe
0mcymcmeusi NOCAWeHHbIX UM KAUHUYEeCKUX uccinedosauuti. Hecmompst Ha smo, OHU A81s10mcs
Heobx00uMbIMU 37ieMeHmamu  00cnedosaHus nayueHma Ons YCmawosjeHus OuazHo3a u 8ul6opa
makmuku aeveHus, maxk Kax 0oJiee 3pekmusHvie U d0KA3AHHbIE MemOoOdbl 8 HACMOsAUee 8peMsl He
paspabomaroi.

Juazno3 BKJI ycmanasnueaemcst no C080KYNHOCmMu 1ab60pamopHsiX U UHCMPYMEHMANbHbIX OaAHHbIX
uccnedo8aHusl Kposu, KOCMHO20 M032d, CeJle3eHKU.

HOuarnos BKJI cienyeT 3aniogo3pUTh, €N Y TTALMEHTA:

1. yuToneHus (OLHO-, ABYX-, TDEXPOCTKOBAS);

2. iumdoMUTO3 (TIPU JIFO60M UMCIe JIEMKOIUTOB);

3. MOHOLIUTOTIEHUS ;

4. cTIJIeHOMeTa/Ins

5. yactpie MHGEKIIMOHHO-BOCIIAIUTEbHbIE COCTOSTHUS.

KpMTepMM YCTaHOBJ/ICHUSA JVarHo3a/CoCTOSSHUSA:

1. «<BopcuHYATHIE» TUMQOIIUTHI («BOJIOCATHIE» KIETKY) B KPOBU M/MJTM KOCTHOM MO3Tre >5 %;

2. TIOJIOKUTENIbHAST PEeaKIsI «BOPCUHYATHIX» JUMOOIMUTOB HA TapTPATYCTOWUYMBYIO KUCTYIO
docdarazy (TRAP);

3. UMMYHOMEHOTUIT JUM@OUIHBIX KIeTOK, crenuduunbiii nas BKJI: kioH B-mumd@ounTos,
aKkcrpeccupyromux Mmapkepsl CD19, CD20(sipko), CD22(sipko), slg, CD25, CD11¢, CD103, FMC7,
CD123, CD85; B TUIIMYHOM CJTy4ae — OTCYTCTBMe 3KcIpeccun Mmapkepos CD5, CD10, CD23;

4. tunuyHas g BKII  «peixmasi»  numdonmHas uMHQUABTpanMs KOCTHOTO MoO3ra B
TpernaHoo6uortate (¢ akcrpeccueit pu UI'X-mccinemoBanuy CD20, Annexin Al, TRAP, CD25,
CD103, DBA.44(CD72),CD11c, CD123, Cyclin D1, orcyTcTBuem axcmpeccuu CD5, CD10, CD23);

5. BeISIBJIeHME B TMMGOMIHBIX KieTKax MyTtanyy BRAFV600E;

6.B CIyyae CIUIEHOKTOMUM — XapakTepHas auM@ougHas MHOWIbTpAus KPAacHOW ITy/bITbI C
akcnpeccueti mpu UT'X-uccnenoBanmuu Mmapkepos BKIL.

IMpu Hanmmuuy TonbKo AaHHbIX (1) u (2) nuarno3 BKJI BeposiTeH, npu HaJIu4Ium JaHHbIX (3)—(6) —
JIOCTOBEpeH.

IOuddepennumanbublii  nuardos BKJI Heo6xoguMMo IIPOBOAUTb CO BceMM 3ab6o/ieBaHUSIMMU,
MPOTEKAIOIVIMM C IUTOIMEHMEeN, JTMMOPOIMTO30M ¥ CIUIEHOMerajaueii. ITo B IEPBYIO OYepenb
npyrue numdornponudepaTBHble 3a60eBaHus — TMMdOMa MapruHaabHO 30HBI cee3eHKu, T-
KieTouHass aumdoma, ceneseHouHast (opma AuddysHOV B-KIeTOYHOV KPYITHOKIETOUHOI
muMbOMBI, XpOHMUECKUiT auMbOeiiko3, auMboMa KpacHON IyJIbIIbl Cele3eHKM, BapMaHTHAs
dbopma BKJI. Cnektp mudbdepeHInanbHOi auarHocTuky BKJI Takke BKIOYAET OpyTUe
reMaToJIoOTMUYeCcKye (arutacTudeckast aHeMusl, MUeTOOMCILIACTUYECKII CUHAPOM, MUenodGuopos) u
HeremaTtoyiormueckue (6one3Hb lolle, TemaTUThl M IMPPO3bI, AyTOMMMYHHbIE HapPYIIEHNS)
3a60/1eBaHMS CO CXOMHOM CMMIITOMATUKOM. B penkux ciaydasx (1 %) BosamoxkHo couetanue BKIT ¢
XPOHUYECKUM JTUMDOIIEITIKO30M, elle pexke — C IPYTUM reMaToIOTUYecKUM 3a60ieBaHMEeM.

Hanbomnee cIoXHBIM TpeacTasisieTcs: nuddepeHnyanbHbiii guario3 BKJT co cxoXkuMy ¢ HUM 10
KIMHUYECKUM IPOSIBIEHUSIM BapuaHTHbIM BKJT u muddys3HOI MeNTKOKIETOUHOV B-KIeTOuHOi
AuMQOMOIi KpacHO TyJIbIIbI CeJe3eHKN, BbIIEIEHHBIMM B Kiaaccupuranusix BcemupHOIi
opraHusauumu snpasooxpaHenuu (BO3) 2008 r. 1 2016 r. B mogBapmuaHThl OTAEIbHON HO30/I0TUM —
«MMdOMa/Ieiiko3 cene3eHKM, HEKIACCUDUITVIPYEMbIiix».

BapuanTtHbiii BKJI BcTpevaetcs: mpuMepHo B 10 pa3 pexe kimaccuueckoro BKJI, xapakTepusyeTcst
HOPMAaJbHBIM WM TIOBBIIIEHHBIM YPOBHEM JIEMIKOIUTOB ¥ OTCyTCTBMeM Mmapkepa CD25 [6].
3aboneBaHMe dalle BBISBISIETCS Y IMalMeHTOB MOJIOLOTO Bo3pacTa. KiamHuMuyeckue MPOSIBIEHUS
BapuaHTHoro BKJI B o6mmx deprax CXOXM € KIaCCUYECKMM, OJHAKo mpu BapuaHTHOM BKIJI B
HECKOJIBKO Pa3 yYallle BO3HUKAIOT MacCUBHAsI CIVIEHOMETrayiusl U BUCLiepaabHast JInMbaaeHOmaTust
(uHOrHA ¢ GOpMUPOBAHMEM KOHIVIOMEPATOB JMM(OY3J/IOB), a TAaKKe Yallle Pa3BUBAIOTCS TsIKesIble



MHQEKIVOHHbBIE TTPOSIBIIeHNS B fAeboTe 60/e3HM U HA HAYaIbHBIX JTanax tepanuu [7]. KocTHbIi
MO3T TIpu BapuaHnTHOM BKJI 06bIYHO rMIIepKIETOYHBIN, C MUHMMAaIbHBIMY TTIPU3HAKaMu Gubpo3a.
Mopdonornuecku «BopcuHYaThie» TMMQOUNTHI py BapuaHTHOM BKJI MMeloT Gosbiiiee CXOICTBO
¢ TpomuMM@OUMUTOM, MX SIAPO YacTO COAEPKUT 1—2 KPYNHBIX SIApbINIKA. [y deHoTUa
BapuaHTHOTO BKJI, B oT/iume oT Kiaaccuyeckoit popmsl BKJI, xapakTepHO OTCYTCTBME 3KCIIPECCUN
CD25, CD123 npu Hamuumuy APYyTUX TUMIMUHBIX Ayt BKJI MapkepoB, HO ¢ MEHbBIIMM ypPOBHEM
skcrnpeccun: CD11lc, CD103, FMC7. UHorma npu BapumaHTHOM BKJI oTMmeuaroTcs u Apyrue
abeppauuy beHoTuna 1MMGONAHBIX KIeToK. O6b1uHO OoTCyTCTBYIOT TRAP 1 anHekcuH Al. To, uto
BapuaHTHBIV BKJI gelicTBUTeNbHO HE OTHOCUTCS K NoABMAY kinaccudyeckoro BKJI, moaTBepskmaeTcs
orcytcrBreMm myTtauyuy BRAF V60OE B 0mmyxosieBbIX KJIeTKax.

3aboseBaHNe Xy)Xe OTBeYaeT Ha CTaHJAPTHYIO TEParuio, M ONTUMAIbHOE JiedyeHye BapuaHTHOM
dopmbr BKJI mo Hacrosiiero BpeMeHU OJHO3HAUYHO He orpefeneHo [8,9]. BeiencrBue pegkocTu
3a60/1eBaHNST PAHIOMU3UPOBAHHBIX KIMHUYECKUX UCCIEA0BaHMIA 110 CpaBHEHMIO 3G (GEKTUBHOCTH
pasIMUYHBIX METOIOB JieueHMs mnpu BapuaHTHOM BKJI HeT. I[lo JaHHBIM OOBIIMHCTBA
uccaenoBarTesneit, aHaaoryu MypuHOB MeHee 3()deKTUBHBI M 4Yalle TO3BOJSIOT NOCTUYD JIUIIb
YaCTUUHON peMMUCCUM UM yayuiieHus. [IpeinouTUTeNbHBIM CUMTAETCS CO4YeTaHMe aHajaora
MyPUHOB C PUTYKCMMaboMm. IIpumeHsieTcsl mjiuTenbHas Tepamnusi uHTepbepoH ambda-2a™* mmm
uHTepdepoH anbda-2b** (maTEphepoHOoM «). [Ipy BhIpaskeHHOI CTUIEHOMEeTauy B TepBO JIMHUYN
JIeYeHUS UCTIONb3YIOT CIUVIEHIKTOMMIO. M3yuaeTcst 3¢bdeKTUBHOCTD jieueHus aHTuTenamu Kk CD22 u
CD25. V MOJIO[ibIX TAllEHTOB C PE3UCTEHTHBIM TeueHMeM 3a60eBaHMsI BO3MOXKHO MPOBEAeHe
aJJIOTeHHO TpaHCIIAaHTAI[MY FeMOII03TUUECKUX CTBOJIOBBIX KJIETOK.

IOuddysHasa MenkokneToyHas B-kierounas numdomMa KpacHOW Iyiablibl cene3eHku (JIKIIC) —
penxko Bcrpeuaromiasicss (B 5 pa3 pexe BKJI) spenoknerouHas B-menkokieTouHast JumMdoma
ceJie3eHKMY, JIOKAJTM3YIOIIASICS B ee KpacHO Mmysibiie. 3a60eBaHye yallle BbISIB/ISIETCS Y MaleHTOB
crapiirero Bo3pacra. Tak ke, Kak ¥ BapuaHTHbI BKJI, JIKIIC nmpoTekaeT 6e3 JIeiiKOIEeHNUH, YacTo C
BBIP@XEHHBIM JIEMKOLIMTO30M, C JIMMQOIIMTO30M 3a CUET OGOJIBbIIOTO YMCIA LUPKYIUPYIOMINX

«BOPCUMHYATBIX» JTUMGOIIMTOB (BBISIBJSIEMBIX TaKKe TIpU ITUTOJIOTMYECKOM MCC/IeJOBaHUM
KOCTHOTO MoO3ra), 6e3 MOHOIIMTOIIEHMM; XapaKTepHa 3HauuTenbHas cruieHomeramust [10].
VimmyHodeHoTHIT MMbOoMaHbIX KiaeTok rmpu JIKIIC oTamuaetcs ot kimaccuueckoro denorumna BKIT
orcytcTBueM CD25, BapmuabenbHOIT HM3KOM sxrcrpeccueit CD103 u CD11c. Myranus V600OE reHa
BRAF Bcerma otcyTcTBYeT, peakiys Ha TRAP 00bIUYHO oTpuiiaTenbHa. ViHTepecHo, uTo mpu JIKIIC
TYICTOJIOTMYECKOE MCCIeJOBaHMe KOCTHOTO MO3ra IMCCOHUPYET C MUEeIOTPaMMOii — auMdougHast
MHOQUIBTPALMSI B TPEMAHOOMOIITaTe YacTO BeChbMa CKYAHAs, YETKO OIpefessemMas JIUIIb TPU
MPOBeNeHNNM MMMYHOTUCTOXMMMUUECKOTO uccaenoBaHnusi ¢ Mapkepom CD20; mpm  sTom
OTCYTCTBYIOT Mapkepbl CD25, anHekcuH Al, uykiauu D1. IIpu I'MCTONIOIMYECKOM MCCIeq0BaHUU
ceyile3eHKY BBISIBISIETCST MM@OMIHAs MHGUIbTPALMST KPACHONM My/bIbl, C (EHOTUIIOM, JIUIIb
YaCTUYHO COBIIagawImmym C BKJ npu 1npoBeneH MMMYHOTIMCTOXMMMYECKOTo MCCIeqoBaHMA:
CD20+, DBA.44+, CD25-, anHekcuH Al—, iuknuud D1-, CD103-, CD123—, muib ouyaroso CD11c+ u
TRAP+.

JIKTIC cxoska 1Mo CBOMM KJIMHWUYECKUM ¥ JIaG0PaTOPHBIM MPU3HAKAM C JMMQPOMOiT MapruHaIbHO
30HBI CeJIe3€HKM C BOPCHMHYATBHIMM JMMQOLMUTaAMM, ¥ eOuMHCTBeHHOoi Ha 100% mokasaTeabHOI
ormueit 1Tipu  ux auddepeHUMATbHOM  AMATHOCTUKE  SIBJASETCS  TUCTOJIOTMYEeCcKoe U
MMMYHOTUCTOXMMMUYECKOE UCCIeOBaHMe TKaHU Ce/le3eHKN.

[lo psmy 0Opu3HakoB (OTCYTCTBME JIEKOTIEHMM U MOHOIUMTOTIEHUM, abeppaHTHBIN
uMmyHodeHoTuI, orcytcrBue myrauuy V600E rena BRAF) BapuanTtHbiit BKJT u JIKIIC oueHb
CXOXKM MeXOy co00if, OJHAKO pasjnyYaloTCsl HaJM4MeM JIeMKO3HOW WHQWIbTpaluu B
TMCTOJIOTMYECKOM IIperapare KOCTHOrO Mo3sra npu BapmaHTHOM BKJI B mpoTuBOBeC CKygHOMY
BOBJIEUEHMIO KOCTHOTO MO3Ta B I'MCTOJIOTMYECKOM Ipernapare TpernaHo6uornrarta mpu JIKIIC.

ITpu neyennu JIKIIC B mepByio ouepenb MIPUMEHSIETCS CIUIEHIKTOMMS, a TaKKe KOMOVHMPOBaHHAsI
Tepanus KIaApuOMHOM U PUTYKCMMAabOM; BO BTOPOI JIMHUM Tepanuy UCIIOIb3YIOTCS CXeMbl R-
CHOP, R-F(M)C.

2.1. )Kanoo6s! 1 aHaMHe3

e V¥ Bcex nauueHToB ¢ nopospeHueM Ha BKJI wnu ¢ BoisiBieHHbIM BKJI nipy nmepBuYHOM Npueme
PEeKOMeHAyeTCsl TIATeNbHbII cOOp >kajmob M aHaMmHe3a Ipu 3a00J€BaHUSIX OPraHOB



KPOBETBOPEHMUSI 1 KPOBU 1Sl BepuduKaum nuartosa [5].
VpoBeHb yoeauTeIbHOCTY pekoMeHganmii — C (YpoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

Kommenmapuii: npu ocmompe Heo6Xo0uMo oOyeHums o0uwee cOCMossHUe nayueHma no wkKaie
onpedenenus cmamyca nayueima Bocmounoti 06seduneHHoli oHKos0zuueckoli epynnst (ECOG) (cm.
Ipunoxcenue I'l). Tlpu evipaxceHHOU aHeMuu y nayueHma Mozym ommeuamscs cnabocms, 00biuiKd,
cepdyebueHue, 2071080KpYHceHUe, Yycuausaowuecs npu @usuueckoli Hazpyske. IIpu evipaxceHHOT
mpomboyumoneHuu — zemoppdazuueckuti curopom (pedko). Ilpu HelimponeHuu - 2unepmepmusi,
uacmole UHQPEKYUOHHO-80CNAIUMETbHbIE 3A00N€8AHUS, UHO20A C MSMCENbIM HCUSHEY2POHAUUM
meueHuem (abcyeduposanue, NHe8MOHUs, cencuc). IIpu cnieHomezanuu — YnaomueHue u 4Yy8cmeo
msixecmu 8 anuzacmpuul u jeoti Nos08UHe HUBOMA.

Pexomendyemcsi ymouHeHue ceMeliH020 aHaMHe3d O HaIuuuu 3a00se8aHus cucmemsl Kpoeu y
POOCMBEHHUKOB.

HOCKOﬂbe 3abonesanue 8 O0JIbUIUHCIMGE aiyuaes paseusaemcst noCmeneHHo u aﬂumefleO, Hanoowl
d0J120 MOo2ym omcymcmaeosaims, HECMOMmMps Ha 8blPAXCEHHYIO UUMONEHUIO U ClJIeHoOMe2aJ1u.

2.2. dusukajabHOe 00c/IeJoBaHNe

e V Bcex manueHTOB ¢ mopmo3peHneM Ha BKJI wim c BoisiBieHHbIM BKJI mpu mepBMYHOM W
TOBTOPHOM TIpM€eMe, MPU KOHTPOJbHBIX OOCIEIOBAHUSIX UM TIPU TOAO3PEHUM Ha PeluIuB
3a60/iIeBaHNSI PEKOMEHIYEeTCSl BbBIIIOJIHEHME BU3yaJIbHOTO OCMOTpA TepareBTUYeCKOro,
Majblaluy TepaneBTUUeCKOM M ayCKyJbTalMyu TepareBTUUeCKON, OIlpefesieHne oO6Iero
cocrosiaust 1o mkane ECOG, a Takke OCMOTPp MMHIQIMH U TIOJIOCTM PTa [IJs YTOYHEHMUS
pacIpoCTPaHEHHOCTH, HAJIMUMS OCJIOKHEHWI U TSKeCTV TeueHus 3a60o1eBanus [5].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuii: npu ocmompe Heo6xo0umo oyeHums obujee cocmosiHue nayueHma no wkaie ECOG
(cm. Ipunosxernue I'l), a maxxe ocMompems MUHOAIUHBI U NOJOCMb pPMA, KOXCHble NOKPOBbL;
nanehayusi 00/KHA BKANUAMb NANshayuio écex 00CMYNHulx 2pynn nepugepuueckux JIY, neueHu,
ceJle3eHKU.

2.3. JlabopaTOopHbIe JMATHOCTUUYECKME UCCIeIOBaAHNS

e Bcem mamuenTam c momo3penmeM Ha BKJI wim ¢ BeigBiaeHHbIM BKJI mpu HaGIOmeHNUH,
MpOBeIeHMM JIeueHus], OolleHKe 3((PEKTMBHOCTM Tepanuy, KOHTPOJbHBIX O0CIeTOBaAHMSIX U
MO/I03PEeHNM Ha PeluAuB 3a60/IeBaHUS PEKOMEHAYETCS BBIITONHUTD OO (KIMHUYECKUIA)
aHa/MM3 KPOBM DPA3BEPHYTHII C ONpefeleHNeM YpOBHEl TIeMOIIOOMHA, 3PUTPOIUTOB,
TPOMOOIIMTOB, JIEKOIMTOB, TIOJCUETOM JIEMKOUMTApHOV  (OpMYJbl U  KOJIMYECTBA
PEeTUKYIOLUTOB [JIsi YCTAHOBKM [AMarHo3a, YTOYHEHUS] TSDKeCTU COCTOSIHMSI TalMeHTa,
IMHAMMKY 3a60j1eBaHMsl, BbIpAOOTKYM aleKBaTHOI TepareBTUYeCKOM TaKTUKM u/vin (B crydae
paHee MPOBENEHHON Tepanuu) OIEHKM Pa3BUTUSI BO3MOKHBIX HeXKeJlaTelIbHbIX SIBJIEHUNA
nevenus [5,11-13].

VpoBeHb yoeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH I0KA3aTe/IbCTB — 5)

Kommenmapuii: 8 npenapame Maska Kpoeu 8bISAAMCS «B0PCUHUAMbLe» JIUMPOUOHbIE KIeMmKU
6oJiee KPYNHO20 pasmepa ¢ 20MO2EHHbIM PA3PEHEHHBIM XPOMAMUHOM 10paA OKPY2/0li UU 08ANbHOL,
pexce 60608UOHOLL (hopMbl, ¢ 0080JIbHO WUPOKOLL 6J1e0HOTI UUMONA3MOLL, C HEPOBHBIM, (heCMOHUAMbIM,
€ OMPOCMKAMU WU 80PCUHKAMU KPAeM YUumoniasmol.

e Bcem mammenTam c ropospenuemM Ha BKJI, a Takke mpu orieHKe 3ddekTuBHOCTM Tepamuy BKJIT
DPEeKOMEHAYeTCsI BBbIIIOJIHUTh LIMTOJOIMYEeCKOe KCcaefoBaHue (IIyHKLNMK0) KOCTHOIO MO3ra B
KauecTBe OCHOBHOTO IMArHOCTMYECKOTO MeTOAd, HeOoOXOAMMOTO [JIsl TIOATBEPXKIEHUS U
dbopmynuposanus quarxosa [5,11,12].

VYpoBeHb YOeaUTeIbHOCTY peKoMeHanuii — C (YpOBEeHb JOCTOBEPHOCTHU TOKA3aTe/IbCTB — 5)



Kommenmapuii: 8 KOCMHOM MO032€ «BOPCUHUAMbIX» JUMMPOUUMO8 uacmo 060Jblile, ueM 8 Kposil.
OOHAKO 803MOMCHA MPYOHOCMb ACNUPAYUU KOCMHO20 MO032a («CyXas NYHKYUs»), UMO C6A3aHO C
pubpo3zom kocmHo20 mo32a hpu BKJL.

¢ Bcem marmenTam c rogospenuemM Ha BKJI, a Takke mpu otieHKe 3ddekTuBHOCTM Teparuy BKJIT
pPeKOMeHAyeTCsI 110 BO3MOXKHOCTM BBIIIOJHUTh IATOJIOrOaHATOMMYECKOE MCCIefOBaHKe
6uorcuifHOro  (OTepalMOHHOTO) MaTepuasa KOCTHOTO MO3ra B KayecTBe BAXXHOTO
JIMarHOCTUYECKOTO MEeTO/1a, He0OXOMMOTrO /JIsI TIOATBEPKAeHUS U GOPMYJIMPOBAHMS TMarHO3a
[5,11,12,14].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHAanuii — C (YpOBEeHb JOCTOBEPHOCTHU TOKA3aTEIBCTB — 5)

Kommenmapuii:  namonozoanamomuueckoe  uccnedogamue  6UONCUiiH020  (0nepayuoHH020)
mamepuaia KOCmHo2o mM032a 8axcHo dJisl ycmaxosJieHus: duaezHo3a BKJIT, max kax no3eonsiem 8vis8umbs
JUM@OUOHYI0 UHPUIBMpAyUo ¢ uepmamu, XapaxkmepHoMu umeHHo ons BKJI, oyeHums pe3epsbl
KposemeopeHus, a makxce nposecmu dugpeperyuanvHolii duazHos ¢ annasueti kposemeaopetus. Ipu
BKJI & 6uoncutiHoM (onepayuoHHoMm) mamepuasne KOCMHO20 M032a OOHApy#ueaemcs: yMmeHouleHue
KOJIUUeCmea 371eMeHmMo8 HOPMAJIbHO20 2eM0n033a u Ouggysnas unu JupgysHo-ouazosas
UHPUABMPAYUs KOCMHO20 MO032d <«PblXN0» PACNOJIOMEHHBIMU JUMPOUOHBIMU KAEMKAMU CPEOHez0
pasmepa ¢ HenpasuivHoll opmoii 10pa u 0080JILHO WUPOKOU YUmonaasmoli ¢ HepoBHbIM KpaeM.
TunuuHs! Gubpo3, HaApyuleHUss MUKPOYUPKYASYUU 8 8Uude noJieli Kpo8oU3NUSHUL, pacmsHymsix CUHYC08
— KapmuHa, n0360a80Was Mop@osozuuecku omauuums 3mom eud aetikoza om opyaux 3a601e6aHuli.

¢ Bcem marmenTam c rogospenuemM Ha BKJI, a Takke mipu otieHKe 3ddekTuBHOCTM Teparuy BKJIT
PEKOMEHAYeTCsI BBITIONIHUTD MCCIeJOBaHNe OMOIOTMYeCcKOro MaTepuana KpOBU MU KOCTHOTO
MO3ra METOAOM TPOTOYHOW  muTodQuyopumeTpuu  (ompeneneHre MMMYHOGDEHOTUIIA
JUMQOLUTOB KPOBU WJIM KOCTHOTO MO3Ta) B KaueCTBE OCHOBHOTO IMATrHOCTMYECKOTO METO[a,
HeOoOXOAVMOTO /iJis TOATBepKAeHs U popMynupoBaHus nuarHosa [5,11,12,15].

VYpoBeHb YOeAUTEILHOCTY PeKOMeHanuit — B (YypoBeHb JOCTOBEPHOCTH JOKA3aTEeIbCTB — 3)

Kommenmapuii: onpedeneHue uUMMYHO(PEHOMUNA ONYX0TEBbIX JAUMPOYUMO08 0053amenvHo 0N
sepuukayuu duazHoza BKJL. [ns 3mozo0 ucnons3yrwmcsi 08a 63aumMo0ONONHAIOWUX Memooa:
npomouHas yumomempus u MI'X. He 8bis1871eHO KAK020-mo eduHcmeeHHo20 mapkepa BKJI, noamomy
07151 MO4H020 OuAzHO3a Heo6X00UMO OUeHUB8ams 00CMAmMoOUHO WUPOKYI haHenb B- u T-KnemouHblx
CD-mapxepos, éknwouas mapkepsl, munuuxsie 0ns BKJL IIpu npomouHoti yumomempuu 6sis6/1s110mcst
cunvHas axkcnpeccus CD19, CD20, CD22, CD79a, omcymcmeue sxkcnpeccuu CD5, CD10, CD23, CD43 u
aKcnpeccuss munuuHslx ons BKJI CD11c, CD25, CD103, FMC7, CD123, CD200, LAIR-1. H3pedka
ecmpeuarnmcst 0mkJaoHeHust (abeppayuu) ¢eHomuna — Haluuue HemunuuHslx onst BKJI mapxepos
CD10 (do 20 %) u CD23, pexce CD5.

e Bcem manyeHtam ¢ mnopo3peHueM Ha BKJI pekomeHAyeTcs BBIMIOJHUTb MOJIEKYISIPHO-
reHeTnyeckoe mccaenoBanye myranyy BRAFV600E B mumMdoIMTax KPOBU MIM KOCTHOTO MO3Ta
B KauecTBe OCHOBHOTO OMAarHOCTUYECKOTO METO/a, HEeOOXOAMMOTO [Jisi TIOATBEPXKIEHUS U
dbopmynuposanus quarsosa [3,5,11,12,16,17].

VpoBeHb yoeaUTeIbHOCTY PeKOMeHganuii — B (ypoBeHb JO0CTOBEPHOCTH IOKa3aTeIbCTB — 3)

Kommenmapuii: npu BKJT 6oiee uem 8 95 % ciyuaes swisgnsiemcs mymauusi BRAFV600E, komopas
omuuaem ezo om Opyeux B-xnemounsix numgonponugepamuetsix 3abosie8auuli, a maxxie om
sapuanmmoti gopmot BKJI u num@omovl KpacHoli nyasnel cejie3eHKu. dma mymayus moxem Oblmb
8bls18J1eHa MemodomM NONUMEPA3HOLl YyenHoll peakyuu 6 KaemouHbvlx 00pasyax Kposu uau KOCIMHO20
Mo3za unu npu HUI'’X-uccnedosanuu. ITockonsky mymayus BRAFV600E ssnsemcs duazHoCmuyeckum
kpumepuem BKJI, xenamenvHO 8bINOJNHAMbL €€ NOUCK Yy 8CeX NAayueHmos 8 passepHymoli ¢ase
3a6071e6aHUS, 0COOEHHO 8 OUAZHOCMUYECKU CTIOMCHBIX CYUASIX, NPU MAXCETI0M COMAMUUECKOM cmarmyce
u pesucmeHmusim meueHuu BKJT — dns onpedesnieHUs 803MOXCHOCMU nNpuMeHeHus: uHzubumopa BRAF-
KUHA3bL.

e Bcem maiyeHTam ¢ momo3peHueM Ha BKJI mpy HeOmHO3HAUHBIX JAHHBIX MPeIbIAyIINX 3TarloB
ob6cnemoBaHMsl (COMHUTENbHBI pe3yabTaT MMMYHO(DEHOTUIIMPOBAHMS, TPEIaHOOMOIICUN,
oTcyTcTBMe MyTaiuu BRAF) pekomeHAyeTcsi BBINTOJHUTL  I1ATOJIOrO-aHATOMMUUYECKOe
McciemoBaHMe OMOIICUMITHOTO (OIEepalyMOHHOI0) MaTepuasia KOCTHOTO MO3ra € HpUMeHEeHMeM
MMMYHOTUCTOXMMUYECKMX METOHLOB B KaueCTBe AOMOJHUTEIbHOTO AMAarHOCTUYECKOTO METOAa,
BaKHOTO /)1 TTO/ITBepsKIeHus nuarHosa [5,11,12].



VpoBeHBb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTH JOKA3aTelIbCTB — 5)

Kommenmapuii: UT'X-uccnedosarue npu BKJI o6Hapyxcusaem axcnpeccuio CD20, Annexin A1, TRAP,
CD25, CD103, DBA.44(CD72), CD11c, CD123, Cyclin D1 (8 6oaswiuHcmee cnyuaes ciadas sdepHas
akcnpeccust). Onyxonesesie Kiemku He akcnpeccupytom CD5, CD10, CD23 (8 pedkux cnyuasx moxcem
Ovimo c1abas IKcnpeccust Ha Yacmu Kaemok).

e Bcem maumeHTaM ¢ Tmopo3peHreM Ha BKJI, KOTOpBIM BBIMOMHSIACH CIUIEHIKTOMUS,
peKOMeHAyeTCsT  IIPOBeCTM  IIaTOJIOT0-aHATOMMYECKOe  MCCIefoBaHMe  OMOIICMITHOrO
(oTepanyioHHOT0) MaTepuasa cele3eHKy ¢ MPYMeHeHMeM MMMYHOTYCTOXMMUIEeCKUX MeTOIOB

B KauecTBe [IOTOMHUTETbHOTO AMATHOCTUYECKOTO METOHad, BAasKHOTO IJISI IMOATBEePKIEeHMS
nuarHosa [5,11,12].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganmii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuii: mopponozuueckoe ucciedosaque MKAHU CeJe3eHKU 6 Cayude CNAeHIKIMOoMUU
8bls6JIsem  UMPOUOHYIO UHDUILMPAYUID KPACHOU nyavnsl, npu 3mom OGenas nyasna 00bIUHO
ampoguposara. Onyxosiegasn uHpuILMPayLs NPUBooUm K 06pa308aHUw Max HA3bI8AEMbIX <KPOBSIHBIX
03ep», Komopvie npedcmassnsam co0oli pacmsHymeie Kposbld CUHYCbl. YmOuHeHurn OudzHo3d
nomozaem UI'X-uccnedosarue mrkauu cesie3eHKuU ¢ onpedesieHuem xapakmepHsix 0711 BKJI mapkepoas.

e [Maumentam ¢ mnomo3peHueM Ha BKJI, KOTOpPbIM BBINOJHSIIACH OMOIICUSI  TIEUEHM,
pPEeKOMeHAyeTcsT  TPOBECTM  MAaTOJIOTO-aHATOMMUYECKOe  MCCIeIOBaHUE  OUOTICUITHOTO
(omepalOHHOTO) MaTepuasa cele3eHKM C MpUMeHeHNeM MMMYHOTUCTOXMMMUYECKUX MEeTO0B
B KauecTBe AOTIOJHUTENbHOIO AMarHOCTUMYECKOTO MeTOAa, BasKHOTO MJjIsT TIOATBEPIKIEHMUS
nmarHosa [5,11,12].

VYpoBeHb YoeauTeIbHOCTY peKoMeHaanuii — C (YPOBEeHb JOCTOBEPHOCTHU T0KAa3aTe/IbLCTB — 5)

Kommenmapuii: mopgdonozuueckoe ucciedosarue mMKAHU NeueHU  BbleJisem  0NyXonesyrn
uHurbmpayuio, Komopas pacnonazaemcs He Moabko 8 NOPMALbHLIX MPAKMAX, HO U 8 CUHYCOUOAX.
Ymoureruw ouaznoza nomozaem MI'X-uccriedosaHue mKaHu neueHu ¢ onpeodesieHUeM XapaxmepHouix
ons BKJI mapkepos.

e [lanyentam c mnomospeHueM Ha BKJI pekomeHayeTcsl BBINOJIHUTH OIpeneeHne YpPOBHS
aKTMBHOCTM KMCI0i ¢ocdaTassl mMMbOIIUMTOB B Mepudepnyeckoii KpOBY ¥/WIM B ITYHKTATe
KOCTHOTO MO3ra B KauyecTBe [IOTMOJHUTETbHOTO OUarHOCTUYECKOTO MeTO[a, BAKHOTO [IJIsl
ToATBePKAeHMs nuarHosa [5,11,12].

VpoBeHb yoequTeIbHOCTU pekoMeHganmii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuii: yumoxumuueckoe ucciedogarue numepouumos Ha TRAP spko evisienissem TRAP 6
«BopcUHUamolx» Jumpoyumax. dmom e6ud QepmeHma uUH020d MOMEM GblA8NAMbCA NpU Opyeux
Jaumponponupepamustsix 3a601e6aHUsNX, 00HAKO 8bICOKA AKMugHocmbs TRAP munuuHa umeHHO O
BKJI u scmpeuaemcs 6 95 % ciyuaes.

e Bcem manueHTam ¢ momo3penueM Ha BKJI pekoMeHAyeTcst 1O BO3MOXXHOCTYM BBITIOTHUTD
MUCCeIOBaHNEe MOHOKJIOHAJIBHOCTY MMMYHOIIOOYIMHOB B KPOBM M B MOUE METOIOM
MMMYHOMUKCAIIMM B KAayeCcTBe MOMOJHUTETbHOTO AUArHOCTUYECKOTO METOZA, BaXKHOTO [IJIsI
nuddepenmanbHoit quarHoctuku BKII [5,11,12].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

Kommenmapuii: napanpomeutemus 8 yeiom He xapakmepna ons BKJI, ecmpeuaemcs pedko (0o 10
%), 8 OCHOBHOM Y NOMUIbIX NAYUEHINO08, U uduje Obieaem cnedosoli, npu 3Mom NpeumyuyeciaeHHo
soiaensemess  IgG. IIpozHocmuueckoe 3HA4UeHUE MOHOKJIOHAIBHOL CeKpeyuu He YCMAHO8JIeHO.
Boissnienue 3uauumoli cekpeyuu — nogod K pesusuu OudzHo3a (cekpemupylowas Jaumgoma,
Na3MOYUMoMa, MHOMXECIMBEeHHAs MUEN0MA).

e Bcem mammeHtam ¢ BKJI mepen HavyajioM MPOTMBOOITYXOJIEBO Tepanuy PeKOMeHIYeTCs
BBITIOJTHEHME O00IIero (KIMHUYECKOTO) aHa/lM3a MOUYM Uil YTOUHEHMS! (YHKIUM II0YeK U
MUCKITIOUeHNST MHDEKIMM MOUeBBIBOASIIINX 1y Tel [5,18].

VpoBeHb yOeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH 0KA3aTe/IbCTB — 5)



e Bcem mammentam ¢ BKJI mepenm HavajioM IPOTMBOOITYXOJEBOI Tepamnuy PEeKOMEHAYeTCS
BBITIOJTHEHME aHaIM3a KPOBY OMOXMMMUUYECKOI'0 O0IeTeparneBTUUeCKOro (JIaKTaToeruaporeHasa,
MoueBasi KMUCIOTa, MOYEBMHA, KpeaTMHMH, OOmuii O6eloK, aJdbOyMMH, OUIUPYOMH,
acrmapraTaMuHoTpaHcdepasa, aJlaHMHaMMHOTpaHcdepasa, ImenouHas docdarasa, Kauuii,
HaTPWUiA, IJII0K03a) [JIST YTOUHEHUST COMATUYECKOTO COCTOSTHUSI MalIeHTa, BhISIBJIEHVUSI OPTaHHOI
IUCOYHKIIMU Y BBIPAOOTKM aIeKBATHON TepaneBTUYeCcKoi TakTuku [5,13,18].

VYpoBeHb YoeauTeIbHOCTY peKoMeHaanuii — C (YpOBeHb JOCTOBEPHOCTHU T0KAa3aTe/IbLCTB — 5)

Kommenmapuii: dpyzue napamempbst GUOXUMUUECKO20 AHANU3A KPOBU MOZym Oblib GKJIOUEHDLI 8
uccnedosanue Ha ycmMompeHue 8paud.

e Bcem manmeHtam ¢ BKJI mepen HavyasiomM NPOTMBOOIIYXOJIEBO Tepanuy PeKOMeHIYeTCs
BBITTOJIHEHME KOAryJIorpaMMbl  (TTpoTpoM6buH win  MHO, aKTMBMpPOBAaHHOE YaCTUUHOE
TPOMOOIIACTUHOBOE BpeMsi, (pubpuMHOTreH, TPOMOMHOBOE BpPEMSI) [JIsl YTOUYHEHMSI COCTOSTHMS
TaleHTa ¥ BbIPAOOTKYM aleKBaTHOV TepaneBTUUYeCKOi TakTuku [18].

VpoBeHb yOeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH O0KA3aTEIbCTB — 5)

Kommenmapuii: dpyzue napamempsl K0azyn10102u4eck020 aHaau3a Kposu mozym 0Oblimy 8KJIIOUEHbl 8
uccnedosaxue Ha ycmompeHue 8paud.

e Bcem maumeHtam ¢ BKJI mepen HavasioM NDPOTMBOOIYXOJIEBOM Tepanuyu pPeKOMEHIYeTCs
omnpeziefieHMe OCHOBHBIX I'pyHIl KpoBu 1o cucreMe ABO, ompenenenue anTtureHa D cucTeMsbl
Pesyc (pesyc-dakTopa) AJisI BO3MOXKHOCTM BBITIOJTHEHUS TeMOTpaHC)Y3UM NPU HATUUUA
IO0Ka3aHMIi 10, BO BpeMs Wiu rocje Tepanuu [18].

VpoBeHb yoeaquTeIbHOCTY pekoMeHganmuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

e Bcem manmentam ¢ BKJI mepen HauajioM MPOTMBOOITYXOJ€BOV Tepamnyuy PeKOMEHAYeTCs
BBITIOJIHEHNE MOJIEKY/ISIPHO-OMOJIOTMYECKOTO MCCIeNOBaHMs KpOBM Ha BUpPYC rematuta B
(Hepatitis B virus) u Bupyc renatuta C (Hepatitis C virus) B LieJiix YTOUHEeHMSI PUCKa U B CIy4yae
HeoO6XOAVMOCTH MPOMIIIAKTUKY PeakTUBAIMM BUPYCHOro reratuta [13,18].

VpoBeHBb yoeauTeIsHOCTU pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

e Bcem maumentam ¢ BKJI mepen HavyasioM NOPOTMBOONYXOJIEBONM Tepanuyu PeKOMEHIYeTCs
BBITIOJTHEHVE MOJIEKY/ISIPHO-0MOIOTMYECKOTO MCCIeIOBaHNSI KPOBYM Ha BUPYC MMMYHOIehUIIUTa
yenoBeka (BUY) 1 (Human immunodeficiency virus HIV-1) mis yTouHeHMS HEOOXOIMMOCTU
O HOBPEMEHHOTO IIPOBeeHNs IIPOTUBOOITYXO0JIEBOV 1 aHTUPETPOBUPYCHOM Tepanuu [13,18].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 5)

24. I/IHCTpYMeHTaJIbHI)Ie ANArHOCTUYECKME NcCCIeaoBaHMs

e Bcem manyeHTaM Ipu ycTaHoBKe nuartHosa BKJI, a Takske mpu onieHKe 3G heKTUBHOCTY Tepanun
BKJI pekomMeHZyeTcsi 110 BO3MOKHOCTYM BBIIOTHUTH KOMIIbIOTEpHYIO ToMmorpaduio (KT)
OpraHoB GPIOUIHOI monocTu [5,18].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuii: 8 00bliUHCMEe Cyuded 6bla6/aemcs CNnaeHoMezaauss om yMepeHHOU 00
3HAUUMENbHOL, 0e3 04208020 NOPAXCEHUS MKAHU CeNe3eHKU. YeenuueHue aucyepanbHulx JIY
onpedensemcss npumepHo ¢ 20 % cayuaes, uauje He3HauumesbHoe, HO Moxem Obimb U 8 8ude
KOH2J10Mepamog (0co6eHHO 8 M0J1000M 803pacme Uil NPpU NPozpeccuposaHuul 3a60aeeaHusl).

¢ Bcem manyeHTaM Ipu ycTaHOBKe nyuarHosa BKJI, a Takske mpu onieHKe 3G GeKTUBHOCTY Teparmn
BKJI peKOMeHayeTCsI BLITIOJIHUTD YIbTPa3BYKOBOE VCCIeNOBaHMe OPTaHOB OPIOIIHOM MTONOCTU
[5,18].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

Kommenmapuii: 6 0onbuiuHcmee cayudes nNpu Yabmpaseyko8oM UCCAE008AHUL  8bISABJISEMCs
CNIEHOME2ANUsI 0M YMePeHHOL 00 3HAYUMmMenbHoli, 0e3 0uaz08020 NOPAXEHUS MKAHU Ce/le3eHKLL.
Veenuuenue sucyepanvHuix JIY onpedensiemcs npumepHo 8 20 % ciyuaes, uauje He3HauumesnpHoe, HO



Moxcem 6vbtme U 8 8ude KOH2a0Mepamos (0c00eHHO 8 M0N0J0M 803pacme Wil NPU NPOZPECCUPOSaHUU
3a6one8aHusl).

e BceM mauyeHTaM C BbISIBIEHHBIM MaCCHBHBIM yBeJlIMUeHVEeM abq0MIMHAIbHbIX Y 320 PIOLIIMHHbIX
JIV b0 C HaauMuMeM TUIIePTePMUM, JIETOUHBIX CMMIITOMOB PEKOMEHAYETCS BBIMOTHUTh KT
OPraHOB TPYIHOI KJIETKU ISl MCKITIOUeHUs] BHYTPUTPYAHOI auMdaneHOnaTny, MTHEBMOHUNA,
I7IeBpuTa, abciecca gerkoro [5,18].

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

Kommenmapuii: npu esisaejeHuu 8HympuzpyoHoli Jum@adeHonamuu HeoOXo0uMo nposedeHue
pmusuampuueckozo o00cnedosanus 07 UCKIOUeHUs myOepKyae3a, max Kaxk nayuedmst ¢ BKJT
ABJANMCS 2pYNNOTLL 8bICOK020 pucka pazeumus mybepkyneda. ITpu couemaruu BKJI ¢ myGepkyne3om
Heobx00uMo nposodums JieueHue 060ux 3a00ne8aHuli 00HOBPeMeHHO 8 NONHOM 00Beme, Mak Kak npu
C80eBPEMEHHOM JleueHUU U adekeamHoM omeeme HA mMepanul NpPozHO3 Y NAyueHmos
61azonpusimHoiii.

e Bcem mauyeHTaM C 06OJI€eBBIM CHHIPOMOM PEKOMEHIYETCSI BBITIOHUTh pPEHTreHorpaduio
KOCTeJi CKeJeTa JAJisl UCK/TIoUeHMs Crienduieckoro nmopaskeHus kocrei [5,18].

VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

¢ Bcem manyeHTaM Ipu ycTaHOBKe nauartHosa BKJI, a Takske mpu onieHKe 3G deKTUBHOCTY Teparmn
BKJI pekomeHxyeTCs BBITIOTHUTD 37eKTpokapauorpaduio [5,18].

VpoBeHb yOeAUTEeNbHOCTY pekoMeHaanuii — C (YpoBeHb JOCTOBEPHOCTH O0KA3aTe/IbCTB — 5)

Kommenmapuii: evinonHeHue snekmpoxapouoepaguu Heobxoo0umo st UCKAUeHUs: conymcmayioujetl
KapouanwbHoli namonozuu u/unu ocnoxcHeHuti meuenus BKJI, a makie Ons oueHKU OUHAMUKU
unmepsana QT npu eueHuu ¢ npumeHeHuem uHeubumopa BRAF-KuHaswl.

2.5. Nuble ayardHocTudyecKyie uccjaegoBaHus

e Bcem manMeHTaM C IMOJO3peHMEM Ha HalIuuue SKCTPaMeNy/ISIPHOTO ouara IOpakeHus
PEKOMEeHAYeTCsI BbITIOTHUTD OMOIICHIO BEPOSITHOTO ouara Ijis Bepuduxanyum crenydimuieckoro
nopaxenus [5,18].

VYpoBeHb YOeauUTeIbHOCTY peKoMeHauuii — C (YpPOBEHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

Kommenmapuii: cneyuguueckoe nopax;eHue opzanos u mkaueti npu BKJI doxkassieaemcst movko npu
Mopeonozuueckom ucciedosaHuu ¢ ummyHoperHomunuveckum unu HIX-uccnedosanuem u npu
803MoxcHocmu onpedenerust mymayuu BRAFV60OE.



3. Jleuenue

HasHaueHue ¥ TMpUMEHEHME JIEKAPCTBEHHbIX IMpPenaparoB, YKa3aHHBIX B KIMHUYECKUX
peKoMeHaNuii, HaIlpaB/lieHO Ha obecrieuyeHre TMalMeHTa KIMHUYeCKu 3GGEKTUBHON U
6e30TaCHOM MeIUIIMHCKOM MTOMOIIH, B CBSI3Y C UeM MX Ha3HAUEHMe U TPUMeHEeHe B KOHKPETHOIA
KIMHUYECKON CUTYallUM OIPEeAeNseTcs B COOTBETCTBUM C WHCTPYKIUSIMU TI0 TPUMEHEHWIO
KOHKPETHBIX JIEKAPCTBEHHBIX IMPENapaToB C peanu3saiyeil mpeCcTaBIeHHbIX B MHCTPYKIUU Mep
MPEAOCTOPOSKHOCTU TIPU UX TIPUMEHEHUN, TaKKe BO3MOKHA KOPPEKLMS 03 C YUETOM COCTOSTHUS
MamyeHTa.

CJ'Ie,ELYET YUNUTBIBATDH, UTO Y IIallME€HTA MOTYT OBITh HeCTaHOAPTHDbIE ITPOSBICHUS 60H63HI/I, a TakKKe
couyeTaHue KOHKPETHOf/’I 60JIe3HI C OPYIr'MMHM IIaTOJIOTUAMM, UYTO MOXKET OMKTOBATDH JieUadllleMy
Bpauy U3MEHEHMA B aJITOPUTMe BbIGOpa ONTUMAaJIbHOM TaKTUKM OUATHOCTUKU U JIEUEHUSI.

3.1.Iloxka3aHus K HaYaJIy Tepanuy U onpeaejaeHue CrpaTerun jedeHus

e [lanmenTtam ¢ BepudumupoBanubiM BKJI 6e3 muTomneHnM win 3HAYMMO¥ CriyileHoMeranuu (<+2
cM U3 mompebepbsi) WIM C He HapacTalolleii LIMTOIEHMell JIerkoii crerneHu (YPOBHU
remormo6uHa >110 r/m1, Tpom6ommrtoB >150 ° 10%/1, Heiitpodmmos >2,0 ~ 10%/1,) u 6e3s
CUMIITOMOB 3a60/IeBaHUSI MPU YCIIOBUYM BO3MOKHOCTM DETYJISIPHOTO KOHTPOJIS 3a IMaleHTOM

’

crienuduyeckas Tepanusi He pekomeHayetcs [5,11,12].
VpoBeHsb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 5)

e [Manyentam ¢ BepudunypoBaHHbiM BKJI ¢ HajgumuueM 3HAYMMON WM YCYTyOIISIONIeincst
IMTOIeHNelt (YpoBHY reMorno6una <110 r/i1, Tpombonyutos <100 * 10%/1, HeliTpodunos < 2,0
10%/7m), MHMEKIVOHHBIX OCTOKHEHWii, CMMITOMHOM MM HapacTalolleii CIUIeHOMeraei
peKoMeHAyeTcsI Hauao crienduyueckoi tepanuu [5,11,12].

VpoBeHb yoeaquTeIbHOCTU pekoMeHganuii — C (ypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

3.2.JIeueHye MAlMEHTOB C BII€pBbI€ IMATHOCTMPOBaAHHbBIM
BOJIOCATOKJIETOUYHBIM JIEAIKO30M

OcHogHbIMu npenapamamu 8 neveHuu BKJI, npugodswumu K MHOZONEMHUM NONHbIM PEMUCCUSIM NpU
BKJI, senawomcs axanozu nypuHos, 6 uAcmMHOCMU, KAaOpubuH. Hecmomps HA  B8bICOKYIO
A pexmusHocmb U HEMOKCUUHOCMb, NPUMEHeHUe KAadpubuHa 6 nepsoli JUHUU 00bIYHO npusooum K
onumenvHoMy MUEN0MOKUUECKOMY azpaHynoyumosy [19], umo OnacHo y
UMMYHOKOMNPOMEMUPOBAHHbIX nayueHmos ¢ BKJI, 8 c8s3u ¢ uem npednoumumensHo npumeHeHue
KAadpubuHa nocie Kynupoeauus HelimponeHuu npumeHeHuem UHMepPQepoHOM o UIU UH2UOUMOPA
BRAF-kuHassl #eemypageruba™*. Jleuerue BKJI ¢ 3kCmpameoyansapHbiM NOpaxeHuem maxie 00aMHO
6bimb, 8 nepeyw ouepeds, CUCMEMHbIM, C NPUMEHEHUeM UHmep@depoHomM a u/unu KaadpubuHd,
803MOMCHO ¢ 0obaesieHuem K mepanuu #pumykcumaba™* PekomeHOAyuu no npumeHeHUr) OAHHBIX
JIeKapCmeeHHblX NPenapamos npedcmasieHsl Huxice.

e TlaiMeHTaM C BIIepBbIe JMArHOCTMPOBaHHBIM BKJI ¢ mokasaHMUsIMU K crienuduyeckoii Tepanmum
MpY HAJIMYUU HEWTPONeHUM B KaueCTBe IEepPBOTO 3Tara JieYeHUsS PEeKOMEHIYEeTCSl Teparusi
unTepdepoHoMm o [20,21].

VpoBeHb yOeaUTeIbHOCTY PeKOMeHganuii — B (ypoBeHb J0CTOBEPHOCTH 0KA3aTe/IbCTB — 3)

Kommenmapuii: nateppepoH o 00blUHO hpumeHsemcs 6 meueHue 12—-16 Hed. 00 HA3HAUEHUS
amanoza nypuna (0151 Koppekyuu HetimponeHuu u npoGuaakmuku OAumesibH020 MUei0moKcuueckozo
azpauynoyumosa e pe3ynbmame npumeHeHus Kaaopubuna) 6 dose 3 maH ME 3 pasa e Hedesnio
nodxoxcHo. B 3agucumocmu om nokasameneti 2emozpammol U UHOUBUJYANbHOL nepeHocumocmu do3a
uHmepgepona o moxcem gapsuposams om 1 do 5 man ME u om 2 pa3 8 Hedeno 0o excedHe8HO20
npumeHeHus. B ces3u ¢ uacmeim paseumuem 2punnonodo6Hoz0 CUHOPOMA HA HAUAbHBIX IMAnax
npumeHeHus uHmepgepoHa o  mepanuio cnedyem HauuHame ¢ 003l 1 maH ME Ha doHe
aHmunupemuxos, nocmeneHHo ygeauuusas 003y 0o cmavoapmoti (3 man ME 3 pa3sa e Hedenio). Ipu



2/1y60Koli JietikoneHuu uHmepgpepoH aHeo0Xo0UM0o NPUMEHSIMb C OCMOPOXCHOCMbI0, He (opcupys 003y
(u3-3a pucka epemeHH020 ycyzybneHus JjietikoneHuu). Llesvlo npumeHeHus uHmep@epoHa o s8asemcs
npupocm Hetimpouios 3a cuem CHUMEHUS. YUCAA TUMPOYUMOE 8 2emozpamme 00 yposHs <50 %, umo
1n0380Jis.em u30exams azpanynoyumo3sd U UHGeKYUOHHbIX 0COMCHEHULl NoCe Kypca aHanoza nypuHos.
IapannenvHo, Kaxk npasuno, npoucxooum ymeHsuleHue pasmepa ceye3eHku. UHmepgepoH a MO#HO He
npumeHsms neped OCHOBHbIM KYPCOM KAAOpubuHa npu He3HauumenvHoM Jaum@oyumose u
MUHUMANBHOU UHGUABMPAyUU KOCMHO20 M032d.

e JlanmeHTaM C BIepBble JOuarHocTMpoBaHHbIM BKJI 1ipm  BbIpaskeHHOJ HeWTPONEeHUN
(arpaHysnonuTO3) WIM B TEPUOH, aKTMBHOI MHOEKIMM Tepef Teparueii aHajJoraMu IypUHOB

MOKeT OBbITh PEKOMEHIIOBAHO Ha3HaueHue #BemypadeHuba** B mosze 240-960 mr/cyT 10
KyNMPOBaHuUs HeiTponenuu (Heitrpoduant > 1,5 x 10%/m) [22,23].

Kommenmapuii: #gemypagenub obnadaem namozeHumuueckum deticmeuem Ha aHomansHylo BRAF-
KUHazy onyxoJyeswix kaemok. O06siuHo hpumersemcs 003a 240-480 mz/cym. cpok JieueHus 8 cpeoHem 3
Mecauya.

VpoBeHBb yoenuTersHOCTU pekoMmeHganuii — C (YpoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — )

e TlamueHTaM C BrepBbie AuarHoCTMpoBaHHBIM BKJI ¢ mokaszaHusIMU K crienu¢uuecKoii Tepanmu
Iocjae 3aBepuieHus Tepanuy MHTephepoOHOM «, a Takke IalyeHTaM C He3HAuUTeJIbHbIM
JMMGOLIMTO30M ¥ MUHMMAJIbHON MHOUIbTpAINeli KOCTHOTO MO3Ta, KOTOPHIM He ITOKa3aHO
MpeaBapuUTeIbHOE Ha3HAueHMe MHTepdepoHa ¢, B KauyeCcTBe OCHOBHOTO IJTalla JeueHUs
pPeKOMeHAYyeTCs Tepanus KaagpuonHom [24].

VpoBeHb yOeqUTETbHOCTU PEeKOMEeHIaInii — A (YpOBe€Hb JOCTOBEPHOCTH TOKA3aTEeIbCTB —
2)

Kommenmapuii: npu BKJI npumernstom 1 kopomxuti Kypc knadpubuHa 8 dode 0,1 me/ke/cym x 7 OHeli
uw 0,14 me/xke/cym x 5 Oueli [25] (8 OawnHoOli Oo3uposke npumeHeHue npenapama He
3apeeucmpupogaHo). B paHOOMU3UPOBAHHBIX UCCNIE008AHUSIX He OblI0 BblI6NEHO pasiuvuil 8
appexmusHoCcmMuU U NepeHOCUMOCmU npenapama npu pasHelx pexcumax eeedeHus. OOUHAK08aS
6uodocmynHocms KAadpubuHa npu NOOKOHCHOM U 6OJIIOCHOM 88edeHuUU ObL1a nodmeepicdeHa daHHbIMU
papmaxonoeuueckux uccnedosaruii. C yuemom yodobcmea exedHe8HO20 NOOKOXHCHO20 68e0eHUs
npenapama OaHHbIll pexcum seasemcss npednoumumesnvHolM 6 mepanuu BKJL Eciu mepanus
K1a0pubuHoM HA3Haudaemcs no Kaxkoti-1ubo npuuuxe 6e3 npedsapumesibHozo Kypca uHmepgpepoua o. u
8 YC08USX 2/1YOOKOL HelimponeHuu y 0C1abieHH020 NAyueHmd, 803MOMCHO NposedeHue JieueHus 8
0pobHoM pexcume: 1 8gedeHue 8 Hedento 00 CyMmapHoti Kypcogoti do3vl [26].

JleueHue knadpubuHom He mpebyem cheyuansbHol conymcmeyrwuweli mepanuu (m. e. He HA3HAUAIOMCA
npomueopeomHole npenapamel, 600HAs1 HA2PY3KA), 3a UCKIOUEHUEM NPUMEHEHUsl KO-mpumokcasona**
U ayukI08upa 8 coomeemcmeuu ¢ UHCMpYyKyueli 01 npoQuiakmuku uHgekyuii (N0 NoKa3aHusm;
00513amesbHO 8 Cyuae HelimponeHuu — 00 80CCMAHOBEHUs YposHs Helimpodunos >1,0 x 10°/n).

e [laumeHTamM C BIIepBble OMATHOCTMPOBAHHLIM BKJI IIpM CHMMIITOMHON TpPOMOGOILMTOIIEHUH,
HeaPbeKTUBHOCTM WMIM  HENepeHOCHMMOCTM JIeKapCTBeHHOM  Tepamnuu, OCIOKHeHMSIX
crteHoMeraanu (MHGapKThI, pa3pbiB), a TAKKe IIPU BbIpaXkeHHOI criieHomeraanu (6oee 10 cm
HIDKe pebepHOli TyTHM), COUeTAloMIeiicsl C He3HAUMTENbHBIM ITOpa)keHMeM KOCTHOTO MO3Ta,
PEeKOMEHAYeTCs BhITIOJTHEHVE CTUIEHIKTOMUH [5].

VpoBeHb yoeauTeTbHOCTY pekoMeHgannii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

Kommenmapuii: npu BKJI yoaneHue ceneseHku Obicmpo auxkeudupyem uumoneturo, Ho autus y 20 %
nayueHmos Ha OnumenwvHslil Cpok; y GOJIbWUHCINGA e IPPekm ChiieHIKmoMuu coxpamsemcs metee 1
200a ¢ HeusbexcHolMu 8 OdJbHeliuleM npozpeccuposamuem 3a0osie8auus U NompedGHOCMbi0 8
npoeedeHUU JieKapCcmeeHHol mepanuul.

3.3.Jleuenue peuuauBoB u pedpakTepHbIX (GOPM BOJIOCATOKIETOUYHOTO
JIeyiko3a

e [ManyenTtam ¢ peuyauBom BKJI, y KOTOPBIX MPOIO/DKUTEIBHOCTh peMuccHu Obuta Gosee 5 Jier,
peKOoMeHAyeTCs IOBTOPHOe JIeYeHle, aHAJIOTYHOe [TepBUYHOMY [27-29].



VpoBeHBb yoeauTersHOCTU pekoMmeHganuii — C (YypoBeHb JOCTOBEPHOCTHU JIOKA3aTe/IbCTB — 4)

Kommenmapuii: noxaszavo, umo npu 00cmamoyHoli npoodosxumensHoCmu pemuccuu hnocjue
nepsuuHo20 sieueHus BKJI ananozom nypura (knadpubuH) n0o8mopHoe npuMeHeHue 3Mux npenapamos
maxce 3¢ pexmusHo.

e Jlanmentam ¢ BKJI, He AOCTUrIIMM IOJHON peMuccuUM uepe3 6-12 Mec. mocie Tepanuu
KJIagpUOVHOM, pEKOMEHIyeTCs TOBTOPHAS Tepanus KIagpu6MHOM B TOM K€ peskuMe, Kak st
MepBUYHBIX MAI[MEeHTOB, C Jo0aBleHMeM #puTykcuMmaba** B mose 375 MI/M% 6 BBemeHuit c
uHTepBasom 28 nueii [30,31].

VpoBeHb YOeAUTETbHOCTY PEKOMeHAauii — B (ypoBeHb 10CTOBEPHOCTH AOKA3aTeIbCTB — 3)

Kommeumapuﬁ: nepuoa 80CCMAHOBTIEHUS MUETI0N033a MOXem Oblmb aﬂumefleblM, nosmomy, eciu'y
nayueHma nocine nposeaeHHozo Kypca JiedeHus dHa1020M NypuHa ommeudemcs NOoJIOXumesnvHas
JUHAMUKAa — UCYE3HOBEHUE «BOPCUHUAMDbIX» JILlMd)OUleOG u meHaeHlﬂUl K 680CCMAHOBJIEHUIO
noxkasamerneti Kposu, yYMeHbUleHUe pa3mepda Cejle3eHKU, mo nojIHomy aocmquymoﬁ pemuccuu
oueHusarwm He paHee uem uepe3 6—12 mec. nocne neueHus.

e [lauyeHTam c pennanBomM BK.T[, MMPOABJIAIIMMCA ITPEMMYIIECTBEHHO YBEJIMUYEHMEM CE€JIE€3€HKMU,
PEKOMEHOYEeTCA BbIIIOJITHEHME CIIVZIEHOKTOMUUA [5]

VpoBeHb yoeauTeIbHOCTY pekoMeHganuii — C (YpoBeHb JOCTOBEPHOCTY JOKa3aTeIbCTB — 5)

Kommenmapuii: kak npasuno, moasko CNJAEHIKIMOMUsS He Npugodum K pemuccuu u 6cied 3a Heli
mpebyemcs npogedeHue CUCMeMHOl mepanuul.

e [laumenrtam c pedppakrepHsiM TeueHrieM BKII ¢ BoisBieHHOIT MmyTanyeit BRAFV600E B kauecTBe
OJTHOTO 13 BApMAHTOB Tepanuyu peKoMeHAyeTcs #BemypabdeHn6** B mosze 480 Mr/cyT B TeueHue
2 mec. u 6osee (10 JOCTVKEHUS pemuccum) [32].

VYpoBeHb YoeauUTeIbHOCTY peKoMeHAanuit — C (YypOBeHb JOCTOBEPHOCTH AOKA3aTEIbCTB — 4)

Kommenmapuii: #gemypageHub™* moxcem npumeHamscs MOJbKO npu 00KA3AHHOU Mymayuu
BRAFV600E. Fimeemcst onsim YChewHo20 NpuUMeHeHus #8emypageHuda™* 8 pasHwix 0o3uposekax — om
240 me/cym do 960 me 2 pasa é cymku [33]. C yuemom docmamouHoli 3¢ppexmusrHocmu u xopouwieti
nepeHocuMocmu Mol yauje npumersiem 003y 240 mez 2 pasa 8 Cymxu.

e [Maumentam c¢ pedpakTepHbiM TeueHueM BKJI B KauecTBe OZHOIO M3 BApMaHTOB TepaIuu
pekoMeHAayeTcs: MHTepdepoH a B 1o3e 3 MiiH ME/cyT 10 BOCTMsKeHMST MaKCMMAa/IbHOTO OTBeTa C
Toc/eyI0IMM [Tepexo/loM Ha BBefleHNe 3TO 103bl 3 pasa B Hezedio [5].

YpoBeHb yoeauTeIbHOCTY peKoMeHaanuit — C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

¢ [laumenrtam c pedpaxrepHsiM TeueHreM BKJI B KauecTBe OTHOTO 13 BAPMAHTOB Tepanii MOXKeT
ObITh PEeKOMEHZOBaHAa KOMOMHaIMs #0eHmamycTuHa** B mose 70 mr/m% B 1-2-it mHM C
#pUTYKCUMaboM** B/B B j03e 375 Mr/M> B 1-it 1 15 gHM, 6 KypCoB ¢ MHTepBanOM 28 IHeit [34].

VpoBeHb yoeauTeIbHOCTY PEKOMeHaanuii — B (ypoBeHb JOCTOBEPHOCTH JOKA3aTeIbCTB — 3)

3.4.COHYTCTBYIOHLEBI " COIIpOBOAMUTE/IbHAA TepaIivs IIallMeHTOB C
BOJIOCATOKJIETOUYHBIM JICIKO30M

e [Maumentam c BKJI ¢ momospeHmeM Ha pasBuUTHe MHOEKIMOHHO-BOCIAJIUTENIBHOTO MIpoliecca
PEKOMEeHAYeTCsSI HEOT/IOKHOe Ha3HaueH)e aHTMOaKTepuaibHO Tepamvu [7,35,36].

VpoBeHb yoeauTeIbHOCTU pekoMeHganuii — C (YpoOBeHb JOCTOBEPHOCTY JOKA3aTeIbCTB — 4)

Kommenmapuii: npu sneueHuu nauyueHmos BKJI Heob6xoduma KpaiiHss HACMOPOXEHHOCMb 8
omHoweHuu uHgexkyuii — eunepmepmust npu BKJI, 8 omauuue om aumepom, He s18/151emcsk CUMNNOMOM
UHMOKCUKAYUU U cudemesibCcmeayem 0 Haauduu UHQeKyuoHHO-80CNaIUMeNsH020 npoyecca, uacmo 6e3
uemko onpedensiemoli nokanusayuu. Y nayuenmos ¢ BKJI uacmo paseusaromcs nHe6MOHUU, CUHYCUMbL,
abcyeccol 8 NOOKOXCHOU Klemuamke, MexcmbliledHble adcyeccsl (0C00EHHO 8 MblUYAX HO2), NPU I1MOM 8
ces13u ¢ HelimponeHueti ouazu uHpexyuu npu BKJI ck1oHHbL K Oblcmpoli 2eHepanuzayuu u mpebyrom
HEeomN0#HO20 HA3HAUEHUs AaHMUOAKMepUaibHOL mepanuul.



e TTanmenTtam c BKJI B coueTaHuu ¢ TybepKy/ie3oM peKOMeHIyeTcs ieueHre 0601x 3ab01eBaHnit
OIHOBpEeMeHHO [37].

VpoBeHb yoeauTeIbHOCT pekomeHganmii — C (YypoBeHb JOCTOBEPHOCTH I0Ka3aTe/IbCTB — 4)

e [Manyenrtam ¢ BKJI, 3a MUCK/IIOUEHMEM TAlIMEHTOB C IJUTENbHON U IIyOOKO HeTporeHueit
(arpaHy/soIMTO3a) C HaIMUYMEM TSDKeIbIX MHGEKIMOHHBIX OCIOXKHEHUH, He PeKOMEHIYeTCsI
Teparnusi KOJIOHMeCTUMYAupyommumMu paxropamu [38].

VpoBeHBb YOeOIUTETBHOCTY PEKOMeHanuii — B (ypoBeHb JOCTOBEPHOCTHU I0KA3aTeIbCTB — 3)

e TMaumenTtam c BKJI ¢ mry6oKoiT aHeMueit Ipy UCKIIOUEHUY OPYTUX MIPUUYMH aHeMuu (meuint
Kelesa WIM BUTaMMHa Bip, M T. [.) peKOMEHIyeTcs KpaTKOBpeMeHHasl Tepanus
3puTpono3TUHAMu [39].

VpoBeHb yoeauTeIbHOCTY pekoMeHnganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKa3aTe/IbCTB — 5)

e TMaumentam ¢ BKJI mpy BO3SHMKHOBEHMM OCTPOIO MJIM XPOHMYECKOTO OOJIEBOr0 CUMHIpOMA
pPeKOMEeHAYeTCcsI IPOBECTY IOUArHOCTUKY IPUUYMHBI OOJEBOTO CUHAPOMA U IOCIEIYIOUIYIO
MaTOreHeTUYECKYI0 MY CUIIMTOMATIYECKYIO Tepannio 601eBoro cuHapoma [5,40,41].

VpoBeHBb yoenuTersHOCTU pekoMeHganuii — C (YpOBeHb JOCTOBEPHOCTY JOKA3aTelIbCTB — 5)

Kommenmapuii: naubonee uacmas npuuura 6oau npu BKJI — 10KansHbLii 60cnanumensHsili Npoyecc
(abcyecc, socnaneHue mkaueti). B amom ciyuae Heo6xo0umo nposodums akmueHoe JieueHue oudzd
eocnasneHus (8kawuas, npu HeobxooumMocmu, Xupypeuueckoe JjeueHue). IIpu  UCKIOUEHUU
UHpEKYUOHHO-80CnanUmensHotli  npupodsl  607€6020  cuHOpoma  nayueHmy  nposooumcs
obezbonusarowas mepanus  CO2JIACHO  CYujeCmeylwwum npomoxoaam 00e360ausauvus  (CMm.
coomeemcmayoujue KAuHUYecKue peKoMeHoayuu no XpoHuueckoii 60/1u, KAuHuuecKue pekomeHoayuu
no avecme3uosozuu), 6 mMOM uucle N0 NOKA3AHUAM — C NpPUMEHEHUeM HApPKOmuueckux u
NCUXOMpONHbIX 1IEKAPCMBEHHBIX NPENnapamos ¢ yuemom 603MOMCHbIX NPOMUB0NOKA3AHULL, CE513AHHbBLX C
yumoneHuetl, UHbIMU KAUHUYECKUMU CUMYAYUSMU.

3.5.0npenenenmne 3¢hpHeKTUBHOCTHU I€UeHUS

e [lanyeHTaM, 3aBepIIMBIIMM 3aIUIaHMPOBaHHOe jeueHMe 1o Mnosony BKJI, pekomeHpmyeTcst
oreHKa 3(pdEKTUBHOCTM JieueHMsI yepe3 6-12 mMec. Mociae 3aBepllieHMUs] Tepanuu COMIACHO
MEXIYHapOOHbIM KpuTepusMm (mpeniokeHsl B 2006 r. u Mopuduimposansl B 2011 T. (cM.
[punosxenue I'2)) [5,12].

YpoBeHb yoeauTeIbHOCTY peKoMeHaanuit — C (YypoBeHb JOCTOBEPHOCTH JOKa3aTeIbCTB — 5)

CrnemyeTr yUYMUTBHIBATD, UTO y MAIVIEHTA MOTYT ObITh HECTAHAAPTHbIE MPOSIBJIeHNUsT 00/Ie3HN, a TaKKe
coyeTaHMe KOHKPETHO! 6O0je3HM C IPYTMMM TATOJIOTMSIMM, UTO MOXKET OUKTOBATH Jieyallemy
Bpauy M3MeHEeHMsI B aJITOPUTME BbIOOPA ONTUMATbHO TAKTUKY JUATHOCTUKY U JIEUeHUS.



4. PeaOunuranus

e Bcem maimentam ¢ BKJI Ha Bcex sTamax Tepamnmu 3a6ojeBaHMs, a TaKKe I10C/Ie 3aBepIleHNs
JIEKaPCTBEHHOTO JIeUeH)s peKOMEeHAYeTCsl KOMIUIEKCHAsT peabumuraius [42].

VpoBeHb yoeauTeTbHOCTY pekoMeHganuii — C (YypoBeHb JOCTOBEPHOCTHU OKa3aTe/IbCTB — 5)

Kommenmapuii: cneyuansHoix memodos peadbunumayuu npu BKJI He cywiecmeyem. Peabunumauus
nayuexmos ¢ BKJI 0onxcHa HOCUMb KOMNJIEKCHbILI Xapakmep, 0x8amoléds MeOUYUHCKUE U COYUANbHO-
ncuxosnozuyeckue acnekmst adanmayuu nayueHma K HOPMAnvHoll xcusHu. O6sem MeOuyuHCKoll
peabunumayuu  paspabameigaemcss  UHOUBUJYANbHO Ol KAx¥0020  nAayueHma  8paiom-
peadunumosozomM npu yuacmuu epaua-zemamosnoza. Kpome 3mozo, npoepamma peabunumayuu
00JKHA YUUNMBIBAMDb COYUAIbHbIE U NCUX0JI02Uueckue npobnemsl nayueHma u exawuams (1no
NOKA3aHUSIM) COUUAIbHBIX PAOOMHUKO8 U NCUX0/10208. Peabunumayus npu 603HUKHOBEHUU
OC/IOXCHeHULI 8 meueHue 3ab0/ie8aHus U JieueHUuss Npoeoodumcs 6 pamKax Coomeemcmeyouux
H030J102Uli.



5. IIpodbunakruka

MetomoB mpobwmaakTuky BKJI B HacTosilee BpeMsI He CYIIECTBYET, ITOCKOJIbKY HEU3BECTeH
aTUONIOrMYecKuii pakTop(bl), Beoyuinii(e) K pasBUTHIO 3a001eBaHMs.

e Bcem mamuentam ¢ BKJI mowie 3aBepiueHusi Tepanuy PeKOMEHIYeTCS ITOXKM3HEHHOe
IVMHaAMKU4YecKoe HabMIoeHe Y Bpaya-reMmarosora [5].

VpoBeHb yoeauTeIbHOCTU pekoMmeHganuii — C (YypoBeHb JOCTOBEPHOCTHU IOKA3aTe/IbCTB — 5)

Kommenmapuii: 018 ceoespemeHH020 o00HapyxceHuss peyuduea BKJI Heo0Xo0um KOHMpPOTs
KAUHUYECK020 aHAIU3a Kpoeu He pewce 2 pa3 e 200 U pasmepa ceje3eHKU He pexce 1 pasa 6 200.
Peyudusst BKJI ¢ meueHuem 8pemeHU paseusaiwmcs 8 nodasasioujeM O0JbUUHCMEE Cyudes C
uyacmomoti 8viseieHus 00 35 % npu meduaxe HabnodeHus 5 sem u do 50 % npu meduare 10 siem.
Peyuduest mozym 603HUKAMb uauie U 8 0ojiee paHHue CPoKU y Moaodblx nayueHmos (debiom
3abonesaHust 8 803pacime Moyoxe 45 jem) u npu doCMuMCeHUU JUls YacmuuHoli pemuccuu. Ipu
nodo3peHuu Ha peyudus BKJI nposodumcs o6cnedosanue, avaniozuuHoe nNepeuYHoOMy npu
ycmaHosneHuu ouazHosa, 071 mouHol eepudukayuu peyuousa 3a60ne8aHus U UCKIUEHUs Opyaux
3abonesanuti (cOCMOSIHULL), NPUBOOAWUX K YUMONEHUU, CNJIEHOMe2anuu U MO2yWux UMumuposams
peuyuous.

6. Opranmsaumsi okKkasaHusI MeAUIIMHCKOM ITOMOIIU

MeauiiMHCKasi TOMOIb, 3a MCK/IYEeHMEeM MeAUIMHCKOM IOMOIIM B paMKaX KJIMHUYECKOi
anpobanyy, B cooTBeTcTBUMM ¢ DemepasbHbiM 3akoHOM oOT 21.11.2011 N2 323-®3 (pen. or
25.05.2019) «O6 ocHOBax OXpaHbI 3M0POBBS rpakmad B Poccuiickoit @emepaliium» OpraHU3yeTcs U
OKa3bIBAETCS:

1. B COOTBETCTBUM C IOJOKEHMEM 00 OpraHmM3aLyy OKasaHMs MeAMILMHCKOM ITOMOIIM 10 BUAaM
MeIUIIMHCKOM TTOMOIIM, KOTOpPOe YTBepXKIaeTcsl YIIOJHOMOUYeHHBIM deepaabHbIM OpPraHOM
MCIIOJTHUTEIbHOI BJIAaCTH;

2. B COOTBETCTBUM C MOPSIKOM OKa3aHMS TIOMOIIM 10 MPOMIIII0 «reMaToIoTHsI», 00I3aTeIbHbIM
IJIST  VICTIOJIHEHMSI Ha Tepputopum Poccuiickoin ®@emepanuy BCeMM  MeOUIMHCKUMU
OpraHu3alusIMu;

3. Ha OCHOBE HACTOSIIIMX KIMHUYECKMUX PEKOMEeHAAIniA;

4.c yyeTOM CTaHAAPTOB MEAMUIIMHCKOM TIOMOIIM, YTBEPKIEHHBIX YIIOJHOMOUYEHHBIM
(emepasbHBIM OpraHOM MCIIOTHUTEIbHON BIACTH.

[lepBuunHas CreUMaaM3MPOBAHHAS MEAMKO-CAHMTAPHAs IIOMOIIb OKAa3bIBAETCS BPAYOM-
reMaToJIOTOM ¥ MHBIMM BpayaMu-CIEeMaNIMCTaMy B IeHTPe aMOyIaTOPHO reMaToI0rnuecKoii/
OHKOJIOTMYECKOJ TMOMOIIM MO0 B MEPBUYHOM IeMaTOJOrMUeCcKOM/OHKOJIOIMYeCKOM KabuHere,
MePBMYHOM TeMAaTOJOTMUYECKOM OTHeIeHNM, MOMUKIMHUYECKOM OTOeJeHUM OHKOJIOTMYECKOro
JCIIaHcepa.

[Ipu BeIsiBNeHMN y nanyenTa BKJI man mogo3peHnn Ha Hero Bpaun-TepareBThl, Bpauy-TeparneBThl
YJ4aCTKOBbIE, Bpauy oOOIIeil IpakTUKM (CeMeiiHble Bpaun), BpauM-CHEIMAINCTBI, CpPeIHUe
MeIUIVHCKMEe PAOOTHMKY B YCTAHOBJIEHHOM TOPSIIKE HATIPABJISIIOT MAIMEeHTa Ha KOHCY/IbTALINIO B
LIEHTP aMOy/lIaTOPHOI TeMaTOJIOTMUeCKOI/OHKOIOTUYECKO TMOMOIIM b0 B TEepPBUYHBIN
reMaToJOTMYeCKuii  KabuHeT, TepBMYHOE TeMaTOJIOTMUeCKOe OTHe/lieHre  MeIUIIMHCKOI
OpraHM3auuM ISl OKa3aHusl eMy I[IePBUYHONM CIIeUaJIM3MPOBAHHOM MeIVKO-CaHUTapHOM
TIOMOUIN.

Bpaq—remaTonor aM6YJ'IaTOpHOI‘O i CTalMOHAapHOIro 3B€Ha reMaToJIOTMYECKOl ITOMOIIU
OpraHmM3yeT BbLIINIOJIHEHNME OMarHOCTUYEeCKUX I/ICCJ'[E,Z[OBEIHI/II;'I, HEO6XO,EU/IMLIX OJist YCTaHOBJICHUSA
JVardo3a, BK/IIo4asi paCripoCTpaHEHHOCTb M CTaAUIO 3aboj1eBaHMs.

B cryyae HEBO3MOXKHOCTY ITPOBEIEHMST IMArHOCTUUECKUX MCCIeNOBAHNIT TTAlMEHT HAMPaBISIETCS
JleYalyM BpauyoM B MEOMIVHCKYIO OpPraHM3allMi0, OKa3bIBAIOIIYI0 MEIMIIMHCKYI0 ITOMOIIb
MalyeHTaM C TeMaTOJIOTMYECKMMM 3a00/IeBaHMSIMM [IJIS YCTAHOBJIEHMS OMarHo3a M OKa3aHMS
CITeHMaIM3UPOBAHHOI, B TOM YMC/I€ BBICOKOTEXHOJIOTUYHOM, MEIULIVIHCKOI ITOMOIIIN.



H].')I/I BoisiBaeHny BKJI unn IMOO03pEeHMIM Ha HEro B Xoae OKa3aHMsA CKOpOﬁ MeOUIIMHCKO TOMOIIN
IIaliMeHTa IepeBOoAAT W/IM HallpaB/JISIOT B MEOMIMHCKME OpraHm3anmnyu, OKa3bIBalollne
MEOVILIMHCKYIO ITOMOIIb ManMeHTaM C reMaTOo/JIOrMYeCKUMu 386OHEBaHI/IHMI/I, OJisg oIpeneneHust
TAaKTUKM BedeHusd U HeO6XO,E[I/IMOCTI/I IpyMeHeHNd  OOIOJHUTE/IbHO OpyrMx MeTO4OB
CrieqaJIn3MpoOBaHHOTO IIPOTUBOOITYX0JIEBOTO JIEUeHW .

Crienmanus3upoBaHHasi, B TOM UMCJIE€ BBICOKOTEXHOJIOTUYHAS, MEOUIIMHCKAS TOMOIIb OKA3bIBAETCS
BpauaMM-TeMaToJI0raMi B MeIMLIMHCKMUX OPraHM3aLMsIX, OKa3hbIBAIOLIMX MEIUIIMHCKYIO IIOMOIIb
nmamyentamMm ¢ BKJI, MMelomux JUIEH3UI0, HEOOXOAMMYI0 MaTepualbHO-TEXHUUECKYI0 0asy,
CcepTUGUIIMPOBAHHBIX CIIEI[MANMCTOB, B CTAllMOHAPHBIX YCIOBUSIX M YCIOBUSIX THEBHOTO
cTanyoHapa u BKIoUYaeT MpoduIakTUKy, IMarHOCTUKY, IeUeHIe TeMaToOTMuecKuxX 3a60meBaHmii,
TPe6YIONMX MCITOIh30BAHMS CITeIIMATbHBIX METONOB M CJIOXKHBIX YHUKAJIbHBIX MEIUIIMHCKUX
TEXHOJIOTMIA, @ TAK’KE MEAMIIMHCKYIO PeabuInTaInio.

B MemummHCKOV oOpraHm3anyuy, OKasbIBawllel MeIUIMHCKYI MnoMollp mauyeHtam c BKII,
TAaKTUKa MeJUIIMHCKOTO 06C/IeNOBaHUS U JIeYeHUs YCTAHABIMBAETCS BpauaMy-reMaToaoraMu C
TIpUBJIEUEHNEM TIPY HEOOXOAVMOCTM APYIUX Bpaueii-CeluaaucToB, MpU HeoOXOOUMOCTU — C
MpoBeleHMeM KOHCWIMyMa. PellleHMe KOHCMAMYyMa Bpaueit 0dOpMIsIeTCS IPOTOKOJIOM,
MOJMMChIBAETCS YUaCTHUKAMM KOHCWJIMYMa Bpaueli M BHOCUTCS B MeOUIMHCKYIO TOKYMEHTAaIMIO
naiyeHTa.

[TokasaHus K TOCITATANM3alMM B KPYIIOCYTOUHBIN MM ITHEBHOW CTallMOHAp MeIMUIIMHCKOM
OpraHmsaluu, OKas3bIBAKOINeH Creruain3fpoBaHHy0, B TOM UMCIe BBICOKOTEXHOJOIUUHYIO,
MEeIMIVHCKYI0 TIOMOIIb I10 MPOMWII0 «TeMaTOJOrHs», OIpPenessioTCS BpayoM-TeMaToIorom/
KOHCUJIMYMOM Bpauveii ¢ puBIeYeHeM IIPY HeOOXOAMMOCTHM IPYTUX Bpadeii-CrelnyaaicToB.

IlokaszaHud 415 IVIAHOBOV TOCIUTAIM3ALUN:

1. mpoBemeHMe Tepanuu B CIyYasiX, TPEOYIONMUX KPYTJIOCYTOYHOTO HAGMIOAEHNS 3a MAIIeHTOM I10
TSDKECTU COCTOSIHMSI, OOYC/IOBJIEHHOTO JIEIKO30M WJIM OCJIOKHEHMSIMM 3a06071€BaHMsl, WIK TI0
TIPUYMHE PUCKOB OCJIOKHEHMUIA, COTTPSDKEHHBIX € TIPOTPAaMMOIi JIeUeHNSI VJIU COITYTCTBYIOIMMU
3a60/1€BaHUSIMM;

2. obciiemoBaHMe MAIMEHTa, B TOM UMCIe BKITIOUalolnee 6MOTICUM Y MHBa3WBHbIE BMEIATeTbCTBA,
B CTy4asiX, KOTZAa OHO He MOXET ObITh IIPOBEJEHO aMOyIaTOPHO.

ITokasauus A1l 3KCTPEHHOV rOCIUTATN3aLUN:

1. pa3BuTHe TsReNOM MHGEKIMM (B CBSI3U ¢ HeliTponenueit mpu BKJI satpyaHeHo dopMupoBaHe
OTYETIIMBOTO ouara MHMEeKIyN, TO3TOMY TSDKeCTb MHMEKIM OnpenesseTcsl TUrepTepMumeit, He
KyIMpyeMoil aHTMOaKTepuaJbHOI Tepamnmueil, CUMITOMaMM MHTOKCHMKAIMM, IIpU3HAKaAMM
CeINTUUYECKOTO COCTOSTHMUS, AbIXaTelbHO HeJOCTATOUYHOCTH);

2. TSKeJIoe COCTOSTHME B CBSI3M C HaJIM4MeM JIeKOMITeHCMPOBAHHBIX, YTPOXKAIOMINX >KU3HU
LUTOTIEHNH (CMMITOMHASI TJyOOKas aHeMMs, 3HAUUTEIbHBI TreMOpparnvyeckuii CUHIPOM,
HeNTpOoneHns: ¢ MHGEKIMOHHBIMM IIPOSIBIEHUSIMHA);

3. pasButie owloxkHeHuii BKJI, Bkiwodas paspelB (MM yTpo3y paspbiBa) CeJe3eHKH,
HeltposelikeMuio, TJIEBPUT C MpU3HaAKaMU IIbIXaTeNIbHOM HeJIOCTaTOUHOCTH,
rapaHeoriacTMyeckue 1 ayTOMMMYHHbIe CUHIDPOMBI, NIpyruMe OCAOKHEHUs, Yrpoxkaroliye
SKU3HU;

4. pa3BuUTHeE OUIOKHEHWUI Tepanuu, BKIYass MUEJTOTOKCUYECKUIT arpaHy/IOUUTO3 C TUXOPAAKOIA,
TsDKeble MH(Y3MOHHbIE PeaKIMu Y APYrue OCIOKHEH NS, yTPOXKAOIIME KUZHU.

Iloka3zaHu K BBINVICKe MaljieHTa u3 cTaunMoHapa:

1. 3aBepIeHe 06CIeIOBaAHMS

2. 3aBeplIIeHye Kypca JIeYeHNs ;

3. mepexof] Ha aMOY/IaTOPHbII TAT JIEUeHNS;

4. OCTYDKEHME oXkuUIaeMoro 3ddeKra ot jeueHus;

5. B cTydasix, KOrjia 1o pelieHuio BpauebHOli KoMuccum IpebbIBaHKe TallMeHTa B CTal[iOHApe He
T0Ka3aHO B CBSI3M C OECIepCIeKTMBHOCTHIO JIEUeHUsST ¥ HEeOOXOOMMOCTbIO OKa3aHMSI TObKO
NaIMaTVUBHOM ITOMOIIIN.

3aKjioueHre o ].[e.T[eCOO6p3.3HOCTI/I nmepeBoga IIallMM€EHTA B HpOdJI/IJ'IbHYIO MeOULIMHCKYIO
OpraHm3anmio COCTaBJIAETCS I10C/Ie Hpe,ﬂBapVITeﬂbHOﬁ KOHCYJIbTAaIlMNM II0 IIPEeAOCTaBJI€HHBIM



MEOULIMHCKMM  OOKYMEHTaM U/ npeaBapuTeJIbHOr0O  OCMOTpa IIallM€éHTa BpadyaMm-
crnenuanMcTaMm MeIULIMHCKOMN opranmsanmumn, B KOTOPYIO INIaHMPYETCS ITIepeBOaI.



6. lonmoHuTebHasAs MHGoOpMaIs, BAUIIONIas Ha
TeyeHye ¥ ¥ICXO0H 3a00/IeBaHus

Jleuenuie BKJI B mepmop_6epeMeHHOCTH

[Ipu ycraHosienuu amarHosa BKJI y GepeMeHHOI, TaKTMKa JIEYEHUSI OTPEeNeIsieTcsl CPOKOM
6epeMeHHOCTH ¥ BbIPaKEHHOCThIO CMIITOMOB 3a060/1€BaHNs.

B cwryuae GepemeHHocT y manueHTKM ¢ BKJT 6e3 mokasaHUii K HEOTIIO)KHOMY JIEUEHUIO (TIPU
HEer/TyOOKO# LIMTONEHUY Y He3HAYUTEIbHOI CIZIeHOMerannu, 6e3 MHPEeKUVOHHbBIX MMPOSIBJIEHMIT)
BO3MOXHO HabmofeHre. B To ke Bpemsl KpaiiHe OIAcHO NAcCMBHOe BeleHMe IMalMeHTOK C
YITYOIISIONIEeiicsl IUTOMEeHMe — HaAIlpOTUB, HEOOXOAMM ObICTPbINi BbHIOOP aleKBAaTHOV TaKTUKMU
JIeUeHUs AJIs1 CBeIeHMSI K MUHUMYMY OCTIOKHEHUI U PUCKOB TedeHUs] 6epeMeHHOCTY Y POJOB JJIst
Marepu u pebeHka [43].

Ipy HaAMuUMM KIMHUYECKUX T0KasaHuii K yeueHuio BKJI 6e3ommacHbIM B mepuoj 6epeMeHHOCTH
SIBJISIETCSI IPYMEHeHMe #uHTepdepoHa o (B TOM JXe peskuMe A03MPOBaHMsI, UTO U 'y HeGepeMeHHbIX
MaluyMeHTOB), MOCKOJbKY 3TOT IIperapaT He OKa3bIBaeT OTPULIATEIbHOTO BIMSIHMS Ha TeyeHue
6epeMeHHOCTM, pOpbl, pasButue Iuioga [44]. Tlpu BbeisiBaeHuu BKJI Ha paHHMX CpoOKax
6epeMeHHOCTH BapMaHTOM Tepamnyuu MOKET GbITh CIUIEHIKTOMMS C IOCTIeIYIONMM HaOI0eHeM
U MO0 OTCPOUKON JIeUeHMUsI OO POopopaspelieHus, Jubo, Ipyu Heo6XOOMMOCTHU, MpUMeHeHeM
#untepdepoHa o. VCIonb3oBaHME aHAJOTOB MYPUMHOB, #pUTyKCMMaba** #BemypadeHmba™* B
rnepuos OGepeMeHHOCTM He PEeKOMEHAYETCS, HO MOXKET OBIThb BBIITOJIHEHO II0 JKM3HEHHBIM
IOKa3aHMSIM (TIpernapaThbl IPUMEHSIOTCS B TeX JKe PEXXMMAaXx J03MPOBAHMS, UTO U Y HebepeMeHHBIX
nanuenTos ¢ BKJ) [43].

IOuarno3 BKJI u ero jieyeHre B aHaMHe3e, B TOM UMC/Ie aHaJoraMiu IypPUHOB U #PUTYKCHMMaboM™* ¥
He SIBJISTIOTCSI TIPETSITCTBYEM [1Jisi 6epeMeHHOCTM M POZAOB B Iepuof, peMuccuin. PeKoMeH/IyeMbIii
Tepuof, mpefoxpaHeHusl OT 3a4aTusl COCTaBseT 6—12 mec.

ConpoBoauTenbHas Tepanus U jedyeHue ocioskHenuii BKJT

1. OcnokHeHMsI, CBSI3aHHbIE C BBeaeHMeM uHTepdepoHa anbda, KiaaapmuoOMHa,
puUTyRCcMMaoba

Hnmepgepon a

Bcem mpemapatam uHTepdepoHa o CBOVICTBEHHA IIMPOTEHHAas peakius (TPUIIIONOT0OHbI
CUHIPOM), CTEIIEHb BbIPAKEHHOCTM KOTOPOJi MHAMBUIYAIbHA U BapbUPYeT OT 6€CCMMITTOMHOTO
cyodebpmnTeTa 10 reKTUYecKoil JMX0paky ¢ 03HO60M, 60IsIMM B CycTaBaxX M Mblliax. Yarie
BCTpeuaeTcss yMepeHHasi TMPOreHHasi peakiiysi, BhIPA)KEHHOCTh KOTOpPOil B TeueHue 2 Heleb
IIOCTEIIeHHO CHMYKaeTcCda 00 MI/[HI/[MyMa 110 Mepe «IIPUBbLIKAHUSI». ,H,JIS[ Hqu)I/[IIaKTI/IKI/[ JAaHHOTO
ocsoskHeHMS Teparnuio Vida MpoBOAST € TpeMeanKalmei napameramonom™* B gose 500 Mr BHYTpb,
WV MHOOMETAIIMHOM, 25 MT BHYTPb, 3a 30 MIH 10 BB E€HMS IIperapara, ¥ HauMHAIOT JIeueHue C
Io3bl ®a, coctasisomeiil —1,5 muiH ME, mocrerneHHo 3a 1—2 Heenu MOBBINIAS ee 0 «paboueii»
no3b1 3 MiiH ME.

Kpaithe penko mpu Tepanuu uHTepbepoHOM aibda pa3BUBAIOTCSI MMMYHOKOMITIEKCHbIN
BAaCKYJIUT, MHAYPaTUBHBIA  MMO3UT, Tpebyloliye OTMEeHbl IIperapaTa M  Tepanuu
[JTIOKOKOPTUMKOMAAMM U T1azMadepesa.

IIpu moBbIIeHMM Ha (oHe JyeueHus: MHTepdepoHOM anbha aKTUMBHOCTM aMMHOTpaHcdepas
TPeOYIOTCST UCK/TIoUeHMe TernaTuToB B 1 C, KOHTPOJIb aKTUBHOCTY aMMHOTpaHcdepas B JUHAMMUKE C
BpeMeHHOJ oTMeHOl MHTepdepoHa ambda mpu npesbiieHun AJIT u ACT BepxHei IpaHMUIIbI
HOPMBI O0Jiee 4eM B 5 pa3 U IIpOBeIeHeM TreraTOTPOITHOM U Ae3MHTOKCUKALIVMOHHO Teparum.

Knaopubun

[Tpenapat He TOKCHYEH (B IMpuMeHsieMbIX Ipy BKJI mo3ax He o6yamaeT Kapano-, reraro-, Hegpo- u
HEePOTOKCMUYHOCTHIO), HE BBbI3bIBAE€T TOIIHOTY M PBOTY. Penkoe ocinoxxkHeHue (2% «iy4yaeB) —
HerHGEKIIMOHHAS TUIIePTepMUs TI0C/Ie BBeAEHNUs, KOTopasl yalle HaOJIo[aeTcs] pu CUHIPOME



nu3uca omyxonu. IlpemapaT BbI3bIBaeT MMEIOTOKCMUYECKUII arpaHy/lOLMUTO3, OGHAKO IpPU €ro
TIPUMeHEeHUH MOoCJIe Kypca Tepanuy nHTephepoHoM aibda 3TO OCIOKHEHNe HAOMI0NAeTCs IUIIb B
5% cnyuaeB u miautcss 2—5 mHeil. B 3TOM ciydyae TPOBOAUTCS CTaHAApTHAs TPOQuIakTHKa
MHQEKUVOHHBIX OCIOKHEHWI, KOJIOHMECTUMYJIUPYIOIIKEe PpOCTOBbie (AKTOPbl OOBIYHO He
MIPUMEHSIOT.

#Pumykcuma6b**

[Tpenapar BbI3bIBAET CTAHAAPTHBIE OCIOKHEHNSI, CBSI3aHHbIE CO CKOPOCThIO BBeJIeHUS. [[PUMEHSIOT
AHTUTUCTAMUHHYIO TEPanuio, Ha3HAYalOT TIIOKOKOPTUKOW/IbI, YMEHbBIIAIOT CKOPOCTb BBEIEHVS
#puTykCuMaba**,

2. HerviTporienust u MH(peKIMOHHbIE OCIOKHEHUS
Kononnecrumynupyrompuye rpyu BKJL, kak npaBuio, He IPUMEHSIIOT.

VHdekuoHHbIe OCIOKHEHMSI CBOMCTBEHHBI camoMy BKJI u cBsS3aHbI C HeHTpoIeHme,
MOHOLIMTOTIEHMEN. [UepTepMust pyU 9TOM 3a060JI€eBaHNMM HE SIBJISIETCSI CUMIITOMOM OITyXOJIeBOIA
MHTOKCUKAIVY. HGEKIIMM CTysKaT OCHOBHOI MPUUMHOI jieTanmbHOCTY 1py BKJI, mosTomy o6ast
TUIepTepMusi, He CBSI3aHHAsI C MUPOTeHHON peakuueit Ha V®q, MOMKHA pacLieHMBATHCS Kak
MHQPEKIVOHHOe OCIOKHEHNe U TpebyeT HeMeIJIeHHOV afeKBaTHOI aHTMOaKTepuasbHON (I0
MOKa3aHUSIM — TPOTUBOBUPYCHOI, MPOTUBOTPUOKOBOIT) Tepanuu. Hanbomee 4acTo BO3HUKAIOT
3aTSDKHbIE  ODOHXMUTHI, ITHEBMOHMM, WHQEKIUM MITKUMX TKaHeil (abcuecc, dQuermMoHa,
MapanpoKTUT), CUHYCUTbI, TOH3WUINTBI, MHQEKLMS, BbI3BAHHAs BUPYCOM IPOCTOrO repreca.
Teuenne wmHpexrumoHHoro mnpouecca npu BKJI oTimMyaeTcsi CKIOHHOCTbIO K TreHepaaiu3alyy
(cericuc) u aberenupoBannio. Hepemko BCTpevyaeTcst coueTaHue ¢ TyOepKyJIe30M.

AHTHUbGaKkTepuanbHas Tepanust U MPOPWIAKTUKA TPUOKOBON MHQEKIUYU TIPOBOASTCS COTTACHO
TIPUHSITHIM ITPOTOKOJIAM J1JIs1 JIeYeHUsT MH(EKIMOHHbBIX OCIOKHEHUIT B TIePUO] arPaHy/IOIUTO3a.

3. l'emopparnueckue OCI0XKHEHUS

Hecmorpsi Ha TpOMOOIMTOIIEHMIO, BBIpa)KEHHbIE TeMopparuueckuie TMposiBiaeHust mas BKJI
HexapakTepHbl. OOBIYHO BCTpEYAeTCs YMEPEHHbI KOXHBI/ TeMOopparnyeckuii  CUHIPOM,
KyIIMPYeMbIii CUMIITOMATMYeCKO! Teparueil, He TpeOyouMii 3aMeCTUTeIbHBIX TpaHCy3uit
TpoM6onMTapHOi Macchl. ITpu mmy6okoii TpombouumTormeHun (< 20 x 10° /1) ¢ BbIpakeHHBIM
reMopparmueckMM CHHOPOMOM WaM Ha ¢GoHe WMHQPEKIMOHHOTO IIpoliecca HeoOXOIMMBbI
TpaHchy3UM TPOMOOIIUTAPHOI MaCChI.

4. AHeMMUYecKuii CMHIPOM

KnuHndecky KOMIIEHCMPOBaHHAs aHEMUS C YPOBHEM reMoriobuHa > 70 r/1 06bIYHO He TpedyeT
3aMeCTUTENIbHOI TpaHCPY3MOHHOII Tepanuu. [eMoTpaHchy3UK TPOBOASTCS NP IeKOMITEHCALIUM,
CBSI3aHHOI C aHeMMeii, Ipu JII060M YypoBHe remorao6uHa. Heo6xXomumo yTOUYHUTb BUJ, aHEMMUM,
TaK KaK IIpUYMHa JaHHOTO OCJIOKHEHMSI MOKeT ObITh He cBsizaHa ¢ BKJT (uacto — meduiiur xesnesa,
BuTaMmHa B12), ¥ Ha3HAUUTb COOTBETCTBYIOILYIO Tepamuio. IIpy MCK/IIOYEeHUM UHBIX HPUUMH
aHeMMM, CTOKOM CHIVKEHMM YPOBHSI TeMomio6mHa 1o < 50 r/n TpebGyeTcs HasHauyeHMe
SPUTPOIOITMHA™* B cTaHmapTHBIX mo3ax: 10 000 ME 3 pasa B Hegemo mwin 30 000—40 000 ME 1
pa3 B Hefieno B TeueHne 4—38 Hepenb.

5. HHdapKT 1 pa3pbiB cele3eHKn

WHbapKT 1 pa3pbiB ceie3eHKN — peikue ocaoxkHeHus BKJI, HecMOTpsT Ha 3a4acTyi0 3HAUUTETbHO
BBIPAXEHHYIO CIJIEHOMeraiuio. PaspbiB cene3eHKM (OObIUHO TOCTAE TPaBMbI) — ITIOKa3aHMe K
9KCTPEHHOI cruieHskToMuu. IIpu pa3BuTum MHOApKTa cene3eHKM BO3MOXKHA KOHCEPBATMBHAS
TaKTMKa JIEYeHUSI C TIpMMEHEeHMEeM aHTMUOAKTepUabHOI Tepanuu. [IOBTOpHBIE WHMAPKTHI
ceJie3eHKY TAKKe SIBJISIFOTCS TOKa3aHMeM K CTUIEHIKTOMUMN.



Kpurepun onieHKM KaueCcTBa MeIUIIMHCKOM

IIOMOIIM

Kputepum kauectsa

BbinonHeHo

MaumneHTy c nogospeHveM Ha BKJT unu BbisBneHHbIM BKJT npu nepBMYHOM unuv NOBTOPHOM
npveMe BbINONHEH O6WMIA (KAMHUYECKWUA) aHanvM3 KPOBWM pasBepHYyTbld C onpeaeneHnem
ypoBHei remornobuHa, 3puTpoLMTOB, TPOMBOLMTOB, NEWKOUUTOB, MOACYETOM NelKoUUTapHOMR
cbopmy bl

na/Her

MauuneHTy c nogospeHveM Ha BKJ1, a Takxe npu uckioveHun peumamea BKJ1 BbInonHeHO
uuTonornyeckoe wuccnegosaHue (I'IyHKLLl/Iﬂ) wan  natosioroaHatToMuyeckoe wuccneaoBsaHue
6uoncuiiHoro (onepaLMoHHOro) MaTepuana KoCTHOro Mo3ra

na/Her

MauveHTy c nogospeHvem Ha BKJI, a Takke npu WckItoYeHnn peunavsa BKJ1 BbinosnHeHo
nccneposaHme 6MOMOrMYEcKoro MaTepuana KpoBWM MM KOCTHOMO MO3ra MEeTOAOM MPOTOYHOM
umToIyopuMeTpUmn

na/Het

MauneHTy npu ycTaHoeke avarHosa BKJ1, a Takxe npu oueHke 3PEKTUBHOCTM Tepanuu unm
ucknoveHun peunamsa BKJT BbinonHeHa KT wnu ynbTpa3BykOBOe WCCNeAoBaHWE OpraHoB
6ploLWHON nNonocTn

na/Her

MauneHTy ¢ BepuduUMpPOBaHHbIM BKJ1 € HanuMumeM mnokasaHWi K JIeYeHU HauvaTo
crneunduyeckoe neyenHve

na/wet
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XMMMOTepaIuy IreMaToJOTMUeCcKuX 3a0o/leBaHuMii ¢ [OHEBHbIM craiuoHapom @OI'BY
«[emaronornvyeckuii  HayuHblii 1UeHTp» MwuH3gpaBa Poccum, wieH HauymoHaibHOTO
remMaToJIOrM4eCcKoro ooIecTsa

.Hukutun EBrenmii AjleKcaHApPOBUY, [.M.H., Ipodeccop, Bpau-reMaroyior, mpodeccop

Kadempbl rematosiormu ¥ TpaHcdysuomoruu PIBOY OIIO PMAHIIO Mwuu3gpaBa Poccum,
3aBeyIIINIi THEBHBIM CTal[IOHApPOM IeMaTOJOTUM, OHKOJIOTUM U XUMUOTEPANuy TOPOACKOTO
rematosiorndeckoro 1eHtpa [BY3 r. MockBbl «[Kb wum. C.II. borkunHa [lemaprameHTa
3IpaBooxpaHeHus T. MOCKBbI», WieH MpaBieHus: Poccuiickoro mpodeccruoHaIbHOTO 06IecTBa
OHKOTI'eMaTOJIOTOB, WwieH HalMoHaIbHOrO reMaToI0rMyeckoro obiecTsa

. IIuBHUK Anekcaugp BacuibeBud, .M.H., Tpodeccop, pyKOBOAUTEb OT/Ae/a OHKOTeMaTOIOI UM

¥ BTOPUYHbIX UMMYyHOAeUIUTHBIX 3a6omeBanuu ['BY3 r. Mocksbl «MKHII um. A.C. JlorMHOBa
HemnapraMeHTa 31paBoOXpaHeHus I. MOCKBbI», 4ieH EBporelickoii accouyanmy reMmaToaoroB

.Craguuk EneHa AnekcaHAPOBHA, K.M.H., Bpau-reMaToJIor, IOLeHT Kadbenpsl GaKyIbTeTCKOM

tepariuu OI'BOY BO «Ilepsoiit CIIGIMY wum. axaxn. W.II. IlaBioBar», cTapuimiti Hay4IHBI
cotpyauuk HMUJI onkoremartonornm ®IBY «C3OMUILI um. B.A. AnmazoBa» MuH3sapasa Poccun,
yieH Poccuiickoro nmpodeccroHaabHOTO 00IIecTBa OHKOTeMATOIOTOB

. HeBonibckMx AJekceit AnekceeBud, I.M.H., 3aMeCTUTeNIb OMPEKTOpa IO JieueOHOI pabote

MPHII M. A.®. LIp16a — dunmana ®I'BY «<HMULI pagnonorum» Munsapasa Poccun

HBanoB Cepreii AHaTtonbeBu4, rnpodeccop PAH, n.m.H., qupekrop MPHII um. A.®. Ipi6a —
dbwmmana ®TBY «<HMUI] pagmonorum» Munsapasa Poccuu

XaiinoBa JXanHa BiagumupoBHa, K.M.H., 3aMeCTUTeIb AMPEKTOpa IO OPTraHM3aLMOHHO-
MeTtomuueckoii pa6ore MPHIL mm. A.®. Ipiba - dmwmana OIBY «HMMUIL pagmonorum»
Mwun3sgpasa Poccun

TeBopksin Turpan 'armkoBu4, 3amectuTenb agupekropa HUM KOP ®I'BY «<HMMUL oHKoMOTUMA
uM. H.H. Broxunaa» Munsnpasa Poccun

KoHQIMKT MHTEpecoB — OTCYTCTBYeT.



ITpunoxxenue A2. MeTomonorusi pa3padoTKu
KJIMHUYECKMX PEKOMeH Al

IleneBas ayguToOpus JAaHHBIX KIMHNYECKUX PEKOMEHIATIIA:

e BpauM-reMaToJIOTH;
* BpauM-OHKOJIOTH.

MeToponorusi coopa JOKa3aTeIbCTB
MeTopbl, MCII0JIb30BaHHbIE [JIs1 COOpa/CceeKuyi JOKa3aTeaIbCTB:

ITonck HY6JIMKHLIMVI B CIIeIMa/IM3MPOBAHHLBIX MEePUOINYECKHUX MMEeUATHbIX U3OaHUAX.

INouck B 3JIEKTPOHHBIX 6aszax AAHHBIX
bassl JAaHHbIX, MCIIOJIb30OBAHHBIX OJIsA C60pa/Ce.T[eKLU/II/I J0Ka3aTeJIbCTB:

e JoKasaTelbHOI 6a3071 AJiT peKOMEeHIAlMii SIBJISIOTCS IMyOIMKaluy, Boleale B 6a3bl JaHHbBIX
PubMed 1 Medline. I'y61Ha mmoycka coctasisiia 30 JieT.

MeTo/bl, ICIIO/Ib30BaHHbIE /I aHA/IN3a JOKA3aTeIbCTB:

. 0630p5I OIYOIMKOBAHHBIX METAaaHAIU30B;

o cucTeMaTnueckme 0630pbl ¢ TabaMIIAMM J0Ka3aTeIbCTB.
MeTopbl, MCII0/Ib30BAaHHbIE JJIs1 KAUeCTBA U CUJIbI OKA3aTe/IbCTB:
. KOHCEHCYC KCIIePTOB;

. OlleHKa 3HaYMMOCTH J0KA3aTelbCTB B COOTBETCTBUY C PEMATUHTOBOI CXeMOIi TOKa3aTeabCTB
(Tabn. A1-A4).

Ta6auma Al. Illkana OIEHKM YPOBHEH OOCTOBEPHOCTM doKasaTenbcTB (YII) Ijsi MeTomoB
JMarHOCTUKY (IMArHOCTUYECKUX BMEeNIaTelbCTB)

yaan PacwundppoBka

1 Cuctematnyeckme  0630pbl  UCCNEAOBAHWA € KOHTPONMEM  pPE(EpEeHCHbIM — MEeTOAOM MM cuCTeMaTuyeckuii  063op
PaHAOMU3UPOBAHHbBIX KIMHUYECKUX UCCreaoBaHUM C NpUMeEHEHNEM MeTaaHanmsa

2 OTaenbHble UCCnefoBaHus C KOHTpONEM pECbepeHCHbIM MeToAOM WNW OTAENIbHblE PaHAOMU3UPOBAHHbIE KJIMHUYECKUE
uccnegoBaHna w CVlCTeMa:l'Vl‘—leCKVIe 0630pb| MCC}'Ie,ELOBaHI/Iﬁ no6oro ,Cll/l3al7IHa, 3@ MWCKKYEHNEM pPaHAOMU3UPOBAHHbIX
KIIMHUYECKUX NUccienoBaHnu, ¢ NpuMeHeEHNEM MeTaaHanmsa

3 VccnefoBanus 6e3 NocnefoBaTelbHOro KOHTPOssS pedepeHCHbIM METOAOM WU UCCNef0BaHUs C pedepeHCHbIM METOAO0M, He
ABMAOWMMCSH HE3ABUCUMbIM OT UCCIEAyEMOro METOAA UMWN HEPaHAOMU3UPOBAHHbIE CPAaBHUTENbHbIE UCCIIEA0BAHWS, B TOM YncCe
KOrOPTHbIE WCCNEeA0BaHUS

4 HeCpaBHI/ITeI'IbeIe uccnenosaHna, onmcaHue KanHMYeCcKoro cny4yas

5 MmMeeTcsa nuwb 060CHOBaHWe MexaHu3Ma AeNCTBUSA UM MHEHWE SKCNepToB

Ta6auma A2. Illkaja OIEHKM YPOBHEH OOCTOBEPHOCTM moKasaTenbcTB (YII) 1jsi MeTomoB
MpodUIaKTUKY, JIeUeHMsT 1 peabuautaunm (IpoOuIakKTUIeCKX, JIedeOHbIX, peadINTalMIOHHBIX
BMeIaTeIbCTB)

yaan PacwudpoBka
1 CucremaTtnyeckuii 0630p paHAOMU3MPOBAHHbIX KIIMHUYECKUX UCCNEef0BaHUI C NPUMEHEHUEM MeTaaHanv3a
2 OT,CLeJ'IbeIE PaHAOMU3UPOBAHHbIE KIMHUYECKNE UCCefoBaHUA U CcuctemaTmyeckme 0630pb| Mccnenoaanﬁ noboro ﬂMBaVIHa, 3a

NCKNKHYEHNEM PaHAOMU3UPOBAHHbBIX KINMHNYECKNX vnccnenoBaHuii © NMpUMEeHEeHNeM MeTaaHanmsa

3 HepaHaoMM3nMpoBaHHbIE CpaBHUTENbHbIE UCCNIEA0BAHNSA, B TOM YAC/E€ KOFOPTHbIE NCCNef0BaHuNs

4 HecpaBHWTeNbHbIE MCCNEA0BaHNS, ONUCaHWE KIIMHUYECKOro C/lyyas Uav Cepumn Cryvaes, UCCefoBaHUs «CyYali—KOHTPOIb>




| 5 | WmeeTcs nuwb 060CHOBaHWE MexaHU3Ma AeWCTBUS BMeLlaTenbCTBa (AOKI’IMHVILIECKI/IE VICC}'IE,ELOBaHl/Iﬂ) WU MHEHWE 3KCNepPTOB

Ta6auma A3. Illkajna oueHKM ypoBHei yb6emuTenbHOCTH pekomeHpaimii (YYP) mis MeTomoB
MPOGMIAKTUKY, IMATHOCTUKY, JIeUeHUsI U peabumutauyy (popriakTUIeckux, AMAarHOCTUIeCKIX,
Jeue6HbIX, PeabMIUTAIMOHHBIX BMENIATelbCTB)

YYP Pacwudposka

A CunbHasi pekoMeHpauus (Bce paccMaTpvBaeMble KpuTepun 3(DMDEKTUBHOCTM (MCXOAbl) SBASKOTCA BaXHbIMU, BCe
nccneaoBaHUAa MMEKT BbICOKOE MKW YAOBNETBOPUTE/IbHOE METOA0/I0MMYECKOE Ka4yeCTBO, UX BbIBOAbI MO MHTEPECYHOLWNM
ncxonam ABNAOTCA COI’J'IaCOBaHHbIMI/I)

B YcnoBHas pekoMeHAauus (He BCe paccMaTpuBaeMble KpUTEpUM 3P PEKTUBHOCTU (MCXOAbI) SBASIOTCS BaXHbLIMU, He BCE
MCCNEAOBaHNs UMEIOT BbICOKOE MWW YAOBNETBOPUTENIbHOE METOAONOrMYECKOe KauyecTBO W/WAM WX BbIBOAbI MO
WHTEepecyrLlwnM NCxonaM He ABNASTCA COI'}'IaCOBaHHbIMVI)

C Cnabas pekoMmeHaauunsa (DTCyTCI'BVIe AOKa3aTenbCTB Haanexauwero Kadecrtsa (BCe paccMaTpuBaeMble Kputepumn
3¢)¢)EKTMBHOCTI/I (I/ICXO,ClbI) ABNAKTCA HEBAXHbIMU, BCE NCCNEA0BaHNA UMEKOT HU3KOE METOAOJIOrMYECKOE KavyeCTBO U UX
BbIBOAbl MO UHTEPECYOLWKMUM NCXOAAM HE ABAAKOTCA COFJ'IaCOBaHHbIMVI)

HOpﬂ}]OK OOHOBJIEHVSI KIMHUYECKUX peKomeHnaum‘/’l.

MexaHM3M OOHOBJIEHMUS KIMHUYECKUX pEKOMEH,ZLaLU/Iﬁ IIpenyCMaTpmMBaeT MX CUCTEMATUUYECKYIO
AKTya/IM3allMI0O — HE peXXe 4eM 1 pa3 B 3 roga, a TakxKe IIpU IOSABJI€HMM HOBBIX JaHHBIX C ITO3ULUN
IOoKa3aTelbHOM MeOUIMHBI 10 BOIIpoCaM  OMArHOCTUKM, JIEUEeHMUA, HpOd)I/II[aKTI/IKI/I n
peaGI/II[I/ITa]_U/II/I KOHKPETHBIX 38.60]'IeBaH]/H71, Ha/IMuMy 0OOCHOBAHHBIX IOTIOTHEeHUTi/3aMeyaHnit K
paHee YTBeP>KOAEeHHbIM Kinmanueckum peKoMeHJaumnsImM, HO He yallie 1 pa3a B 6 mec.



IIpunoxenue A3. CBI3aHHbIE JOKYMEHTbI

Cnpaeolmble mMmamepuaisl omcymcmeyrm.



HpI/IJIO)KEHI/Ie b. AJII‘OpI/ITMI)I BeadeHUs ITallMeHTa

TIALMEHT ¢ BONOCATOKNETOMHBM
NeRIKCIoN

Kosmpone 1 paa e 1-3-6 mec.

EcTb HeRTponeswa <1,5 X 10(9)n
W HHDEKLMK T

Wurephepor ansda 3 wow E[x 3
pasa e Heaanio x 3-4 wec.

KyMuposaime HeRTPONSHAHT KnagphbinH
CrnesakToMua
Oa
DoCTHIHYTA peMmccHA?
Aa
[ocTuriyTa pesmucciun? Het

IIporokon neuenusa BKII

Ha6monenne B Pemmccenu



PaHHuit < 4-5 net Mo3apHuit > 5 net




IIpunoxenue B. UHGopmanius ajis1 IaMeHTOB

BomocaTok/IeTOUHBIN JIEIKO3 OTHOCUTCS K XPOHMYECKMM 3a00/ieBaHMSIM. DTO O3HAYAET, YTO Ha
CETONHSIIIHUI TeHb U3/IeYMBAIOIUX METOIUK IJIsI 3TOV 6ose3Hn He HaiimeHo. OmHAKO B JIeUeHUN
BKJI mocTUTHYT OTpPOMHBIN TIporpecc - mofgo6paHa Takas KOMOMHALMSI JIeKapCTBEHHBIX
TperapaToB, KOTOpasi Mo3BoJisieT 6oee uemM y 95 % MalMeHTOB TOCTUYb PEMMCCUY 3a00IeBaHMSI,
yamie IJINTeNbHOI, BO BpPeMs KOTOpOW jeueHue He Tpebyercs M 6oe3Hb HMKAK He MellaeT
HOPMaJsbHO KU3HU.

OmacHOCTh ISt KU3HM MOKET IPEICTaBISATh TOMbKO MHMEKLMS B MEPMO, CUIbHOTO CHVKEHMSI
YPOBHSI JIEIKOLIMTOB. BOT 1mouemy BakHO B ITE€PMO, JIeUeHNs COOMIONATh BCe peKOMEH Ay Bpaya
¥ HEMEIJIEHHO COO0MIaTh 06 OTKIOHEHUSIX B COCTOSIHUM, OCOGEHHO O MOBBIIIEHUY TEMITEPATYPSI
tena. Korma jeyeHne yCHelrHo 3aBepIIeHO, BasKHO OCTaBAaTbCS I0J, HAOMIOLEHMEM reMaTosora,
PEryIsIpHO MPOBOAUThH aHAIN3 KPOBM M OLIEHMBATh pasMep Cele3eHKHU. DTO [aeT BO3MOKHOCTb
BOBpeMsI YBUETh Havajo peryanBa GOesHM, ele A0 CMMIITOMOB, ¥ MPOBECTM KOPOTKMIT KypC
JleueHusl, YToObl CHOBA BBeCTM 60Je3Hb B COCTOSIHME pemuccuu. IIpyM Heo6XOmMMOCTM Bpay
MIPEIJIOKAT TOTIONHUTETbHbBIE CPEICTBA JIeueH sl (HalpyumMep, yoaJieHue cene3eHKn).

[MamnenT B pemuccyuyt BKJT MokeT BeCTV OOBIUHBI 06pa3 sKM3HM — 3aHMMAaThCST CIIOPTOM, PaboTaTh
u Op.



IIpunokenmne I.

IIIka/y1a oLleHK" OﬁlllEE(()) &OCTOHHI/IH InanmeHTa

KinmHnueckast o1ieHKa 00IIero CoCcTosTHMs namyeHTta ¢ BKJI mpoBoauTCs 1o IIKasie, pa3spaboTaHHOI
BocTouHoiT 06beIMHeHHOT OHKOMoTrMYeckoii rpyrmoii (Eastern Cooperative Oncology Group) [45]

OpurunanpHoe Ha3BaHMe: The ECOG Scale of Performance Status

Wcrounnk: 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]

Tur: mkana oLeHKN
HasHaueHye: KIMHMUYECKAs OLleHKa OOIero COCTOSIHMS alieHTa

Conep>kaHye M MHTePIIpeTaIUs:

Cratyc (6annbi) OnucaHue o6LLEero cocTosHUs NauueHTa
1) MauneHT NONHOCTbIO aKTUBEH, CNOCO6€eH BbINOJIHATL BCE, KakK U A0 3aboneBaHus
1 I'Ial.meu'r Hecnoco6eH BbINOJIHATb TAXKEeNy, HO MOXKeT BbIMOJIHATb JIErKyr0 Uian cuaadyro paGOTy

(Hanpumep, Nerky AOMaLIHION WX KaHUeNnspcKyo pa6oTy)

2 MauneHT neuntca ambynaTopHo, cnoco6eH K caMOO6C/Ny>KMBaHUIO, HO HE MOXKET BbIMOJIHATL
pa6orty. Bonee 50% BpeMeHM NPOBOAUT aKTUBHO — B BEPTUKAJIbHOM MOJIOXKEHWUU.

3 MaumeHT cnocobeH nuWb K oOrp OMY Ci 6cny>xMBaHuilo, NMpoBOAUT B Kpecne wau
nocrenu 6onee 50% Bp 60ApCTBC

4 WUHBanua, coseplieHHO He cnocobeH kK CaMoo6Cny>KMBaHMIO, NPUMKOBaH K Kpecsly Wan nocrenun

5 CmepTb

OueHka 3¢ dekTMBHOCTY 1eueHNsT BOIOCATOKIETOYHOrO JIEHK03a

Oddexr oT eueHMs] TMPOSIBASETCS IIOCTEIIEHHO, [0 Mepe yMeHbIIeHus JuMGOUIHOM
MHOQUIBTPALMY B KOCTHOM MO3Te M Cejie3eHKe ¥ IapajieIbHOTO BOCCTAHOBJIEHMUS 3JIEMEHTOB
HOPMAaJIbHOTO KPOBETBOPEHMSI, MO3TOMY CYyAUTh 00 3(G(EKTUBHOCTM Tepanuy HeoO6XOAMMO I10
IMHaMMKe J1abopaTOpPHBIX MTOKa3aTeseil 1 pasMepa cejie3eHKM B TeueHMe IJIUTEIbHOro Iepuoma
BpEMEHN.

Taxk, oneHka 3(pGeKTMBHOCTY MpUMeHeHusT MHTepdepoHa o IMPOBOOUTCS He paHee yeM uepes 8
He[l. TT0C/Ie Havajia ero ucrnonab3oBanus. [Ipy 3Tom Ha hoHe TIpMMeHeHUs MHTepdepoHa o erre A0
YMeHbIIIeHUs JMMQPOLUTO3a YBEIMUMBAIOTCS UMCIO0 TPOMOOIMTOB M YpPOBEHb TeMOIIo6MHa,
YMEHBIIIAeTCsI pasMep Cele3eHKM 3a CUeT CHYDKEHMS CTereHM MHOWIbTpAlyuM KOCTHOTO MO3ra U
celle3eHKM OITyXOJeBbIMM JuMbonnTamMu. Tepamuss cumrtaercss 3(GGOEKTUBHON IIPU HaIUUIUU
TTOJIOKUTEBHOM IMHAMMKM TI0 BCEM WJIM HECKOJIbKMM ITapamMeTpaM (YMeHbIIeHMe IIUTOIIeHUN,
auMGOLINTO3a ¥ MOHOLMTOIIEHMM, YMEHbIIeHMe pasMepa CeJle3eHKM U BUCIEePaTbHOM
nuMmbaneHonatuu). [Ipy cHMKeHUM JUMQOIMTO3a B KPOBU IMpUMeEpHO M0 50 % IpuMeHeHMe
uHTepdEepOHa o 3aBePILAaT M IPOBOIST KYPC XMMMUOTEpaIInM KIaaApUOMHOM.

Ha ¢oHe Kypca edeHMs KIagpuMOMHOM OTMEYAIOTCS 3aKOHOMepHas JuM@OTeHusT u
OTHOBPEMEHHO MPUPOCT TPOMOGOLMTOB U YPOBHS TIeMOITIOOMHA. B TeueHue IMepBOTO Mecsiia
OTMeYaeTcs] yBelnueHre (GOPMEHHBIX 3JeMEHTOB KpPOBM, OFHAKO TIOJHOE BOCCTAHOBJIEHME
reMOTpaMMbl MOXKET IMOTPe60BaTh HECKOIBKUX MECSIIEB, TOSTOMY IPU HAIMYUU TTONOKUTENbHO

JIUHAMUKU [TOKa3aTeneit KPOBU MOTHOTAa KOCTHOMO3TOBOI peMUCCUM OlLleHMBAeTCsl He paHee uyem
yepe3 6—12 mec. mocjie OKOHYaHUSI XMMUOTEPAITUNA.

BonbIIMHCTBOM MCCIenoBaTeneil MPUHSTHI CIeAyIOIIMe KPUTEPUM PeMMUCCUM M MUHMMAaIbHOM
oCcTaTouHoli 6onme3Hn [5,12]:

Kpurtepunu nosHoi peMuccun:



e OTCYTCTBME LUTONEHWM: YPOBHM remormobumna >120 r/m, Heitrpodmios >1,5 x 10%m,
TpoM6ouuToB >100 x 10%/71;

e OTCYTCTBME OPTaHOMETa/InM: HOpMa/In3aLusl pasmepa ceje3eHK!, BUcLepanbHbIx JIV;

® OTCYTCTBUE «BOPCMHUYATBIX» IMMOOIUTOB B Iiepudeprueckoii KpoBu 1 <1 % B KOCTHOM MO3Te.

HekoTopble wuccaemnoBaTenu BbIAEISIOT IOAHYIO PEMMCCUIO C Pe3UIyaabHOM GONe3HbI0 IIpU
Hamuum 1-5 % «BopcuHYATHIX» TMMQPOLMTOB B KOCTHOM MO3Te.

Kputepuy yacTUYHOM peMUCCUN:

e OTCYTCTBME UMTOIIEHMM: YPOBHM reMorno6mHa >120 r/m, Heiitpodmnos >1,5 x 10%m,
TpoM6o1IMTOB >100 X 109/11 ;

* yMeHbIIIeHVe OPTaHOMEerainy 1 MHOWIbTPAIMM KOCTHOTO Mo3ra 6osiee uem Ha 50 %;

® OTCYTCTBME «BOPCMHUATHIX» JUMQOUMUTOB B Tepudepnueckoit KpoBu, HO >5 % B KOCTHOM
Mo3re.

VaydnieHMeM CYMTAETCSI HOpMaIM3alysl OJHOTO M3 ITapaMeTpoB 6e3 yXYAIIeHUs IPYTHX.
InutenbHoi cuntaetcs pemuccust BKJI 6onee 5 jer.
Pe3ucTeHTHOCTD (PedpPaKTepPHOCTD)

[Mockonpky mpu BKJI 3ddekTMBHOCTh Tepamuy OLEHWBAETCSl B OMHAMMKE HA IIPOTSDKeHUU
HECKOJIbKUX He[lesTb JIEUeHsI, CYAUTD O Pe3UCTEHTHOCTH K MHTephePOHY-a** MOKHO He paHee 4YeM
yepe3 2 MeC. HeIIPePbIBHON Teparnny, a O Pe3MCTeHTHOCTY K Tepanuu KIagpubuHOM — He paHee
yeM 4yepe3 1 Mec. mowie MpoBeleHMs] Kypca (IIpU YCIOBMM MCUE3HOBEHMSI «BOPCUHYATBIX
JUMQOLUTOB 13 KPOBU Ha (HOHE JIeUeHUST).

Kpurepum pe3smcTeHTHOCTH K TEpalVn:

e ypoBeHb Temorno6mHa <120 /1, KomMyecTBo HeitrpodumoB <1,5 x 10%/m1, komudecTBO
Tpom6oLuToB <100 x 10%/71;

® B KpOBU >5 % «BOJIOCATHIX KJIETOK»;

¢ yMeHbIIIeHNe UMCIa «BOJIOCATHIX KJIETOK» B KOCTHOM MO3re MeHee ueM Ha 50 %;

* yMeHbIlIeHMe pa3Mepa ceine3eHKM MeHee yeM Ha 50 % miam HapacTaHue pasmMepa Cele3eHKMU,
TI0sIBJIEHME BUCLIepaIbHOM muMdareHOmaTny, HeCMOTPS Ha JIeueHue.

Kpurepuu penyausa:

¢ Ha/IM4yyMe KJIOHAa IIOIMY/ISaInn J'H/IMCI)OLU/[TOB C MapKepaMmn BKJI B KPOBM MJIM KOCTHOM MO3T€;
¢ HapacCTaHMe pa3Mepa CejIe3€HKH, O6YCJIOBJ'I€HHO€ JIEVIKO3HBIM IIOpa’>keHnem.



