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Cnucok cokpameHui

ECOG — mikana onpeiesieHust craryca narydeHTa

TRAP — tapTparycroitunBas kucias gocdaraza

BKJI — BOsI0CaTOKIIETOYHBIH JIEMKO3

BO3 — BcemupHas opranusanust 34paBOOXpaHEHuUs

NI'X — IMMYHOTMCTOXMMHUYECKOE UCCIIEI0BAHNE

KT — xommnbroTepHast tomorpadust

JIY — nmumdaruueckuit y3en

Myramus BRAFV600E — rerepo3urornas myrtanus rena BRAF, mpuBoasias kK aMUHOKUCIOTHOM
3amene V600E

** — JKU3HEHHO HEOOXO/IMMbIE U Ba)KHEHIIINE JIEKApCTBEHHBIE MTpernapaThl

# — mpemapaT, TPUMEHSIONIUNACS HE B COOTBETCTBUH C IIOKA3aHUSIMH K TNPUMEHCHHUIO U
MIPOTUBOMOKA3aHUSAMH, CIIOCOOAMH TIPUMEHEHUS M J103aMH, COJCPIKAIIMMHUCS B HHCTPYKIIMH I10

MIPUMEHEHUIO JIEKapCTBEHHOTO mperapaTa (odd-yeiio)



TepMuUHBI U onIpeaeJeHUus

NvmyHodeHoTunnpoBanue (MeTOAOM NPOTOYHOW LMTOMETPHHM) — OIPEICICHUE
¢denoTuna kierok myrem BeisBieHHs Ha HUX CD-mapkepoB (kimactepoB nuddepeHIupoBKr) B

XKHUJIKOM 00pa3iie (KpOBb) WM CYCHEH3HH KIETOK (KOCTHBIA MO3T, OMOJIOTHYECKHE KHUIKOCTH).

HMMyHOrnCTOXHMHIYECKOE HCC/IeI0BaHNe — UCCIeIoBaHue (DEHOTUIA KIIETOK ITyTeM
onpenenenus CD-mapkepoB Ha TBepabIx oOpasnax (mapaguHOBBIX OJ0Kax) OmonTaTa KOCTHOTO

MO3ra WU CEJIe3CHKH.
HuTepdepon o — uatepdepon anbha-2a** wim uarepdepon anbha-2b**

Onpenenenne myranun BRAFV600E — monekynspHoe uccieqoBaHue, BBISBIISIONIEE

Haubosee yacTeiii Bapuant BRAF-myTanuii ¢ 3ameHoi BanuHa Ha riiytTamMuH B kKogone 600.

CiieHdKTOMHUS — YAAJICHUE CCIIC3CHKU (JIaHapOCKOHI/I‘-IeCKI/I WIM B XOAE¢ ITOJOCTHOM

OTIEPALIVH).

Tpenanoduoncus — mpoueaypa MoaydeHus: o0pas3a KOCTHOrO MO3ra TpernaHallMOHHOM

UTJION U3 rpeOHs MOAB3A0UTHON KOCTH Ta3a.

ITyHkuusi KOCTHOro Mmo3ra — Ipolegypa IOoJydeHHss oOpas3la KOCTHOTO MO3ra

CIeNUATBLHOMN UTJION U3 TPYAUHBI UK TPEOHS MOAB3IOIIHON KOCTH.



1. KpaTrkas nndopmanus no 3a001eBaHUI0 UM COCTOSIHUIO (TpyIiie

3a00J1eBaHUI MJIH COCTOSIHMH)

1.1. Onpenejenue 3a00JeBAHNSA WJIH COCTOSHNSA (ITPYHNbI 3200J1€¢BAHNI UJIM COCTOSTHMIA)

Bonocaroxnerounsiii  seiiko3  (BKJI) — pemkoe xponudeckoe —B-kierounoe
suMbonposmdepaTuBHOE 3a00IeBaHNE, B OOJIBIIMHCTBE CITy4acB MOPAKAIOIIee KOCTHBIH MO3T U
cene3eHky. Ero cyOctparom sBISIFOTCS JTUMQOHIHBIE KJIETKH C XapakTepHoW Mopdosoruei
(KpyIHBIE pa3Mephbl, OKPYIIIOE AP0, BEIPOCTHI-KBOJIOCKHY IIUTOILIA3MbI, OT KOTOPBIX MPOU3OIILIO

Ha3BaHue 3a00JeBaHus) B 0cOObIM (eHotumnom [1,2].

1.2. DTHOJOrMs M Narore’He3 3a00JIeBAHMS MJHM COCTOSSHUS (rpynnbl 3a00JeBaHU WU
COCTOSTHM )

Otnonorus BKJI, kak u mpouymx JelKo30B, HEW3BeCTHA. B maToreHese 3a0oJieBaHMS

BXHYIO pOJib Mrpaet aktuBupytomas mytaiust V600E rena BRAF [3].

1.3. DnuaemMuoJ0rus 3a00J1eBaHNs WM COCTOSTHUS (IPYNIbI 3200J1eBaAHNI UJIN COCTOSHUM)

BosocaTokiieTouHbI# JIeHK03 cocTaBisieT mpuMepHo 2 % oT Beex JISHKO30B B3POCIIBIX U 8
% oT npyrux XpoHHUYEcKHUX JTuMdonponrdepaTUBHBIX 3a00eBaHUi. DTOT BUJ JeHKo3a yalle
BCEro BCTPEUAETCS CPEAM MY)KUMH CpPeAHEeW BO3PAaCTHOW TPYMIBI (COOTHOIIEHHWE MYXYHH WU
JKEHIIUH cocTaBisgeT 2—4:1, Bo3pacT manueHToB — Oonee 50 5eT), 0JHAKO W3BECTHHI CIIy4au

3aboneBanus B MosonoM (Monoxe 3040 net) Bospacte [4].

1.4. Oco0eHHOCTH KOAMPOBAHUA 3200J€BAHNS HJIN COCTOAHNSA (IPyvIIbI 3a00JJeBAHUN WU

COCTOSIHI) MO0 MEKIYHAPOAHOM CTATHCTHYECKON KJaaccupuranuum 00je3Hed M mpoodJieM,

CBA3AHHBIX CO 310POBHEM

C91.4 BoimocaToKIJIETOYHBIN JIEHKO3

1.5. Knaccudukanus 3a60/1eBaHus M COCTOSIHUA (TPyNNbl 3200J1eBAHUI HJIN COCTOAHUI)

Oobmenpunsroit knaccudpukanyuu BKII He cymecTByeT, 00BIYHO BBIIENAIOT HAYAJIbHYIO U
pa3BepHYTYIO (a3bl BIEPBBIE BHISBICHHOTO 3a00JI€BaHUS, PEMHUCCHUIO (TIOJIHYIO HJIH YaCTUYHYIO),

penuauB (paHHUI WM TTO3/THUN ), PE3UCTEHTHOE TeUCHUE 3a00IEBaHNUS.



1.6. KiuHu4yeckass KapTHHa 3200JeBaHUA WJIHM COCTOSAHUA (rpynnbl 3a00JeBaHUNA HJIH

COCTOSIHMA)

Knuanyeckue nposisnenuss BKJI morytr BapbupoBaTh OT MHUHUMAIBHBIX WM BOOOIIE
IOJHOCTBIO OTCYTCTBOBaTh (Torjga 3a0ojieBaHME SBISIETCS CIOy4dalHOM HaXOAKOH IpH
00CJIeZIOBaHUM) 10 BBIPQKCHHBIX CHMITOMOB CIUieHOMeranuu W nurornenuu [5]. s BKII
XapakTEpHbl JICMKONEHUS C HEUTPOIIEHWEH UM MOHOLMTOIEHUEH, a TaKXKe aHeMus |
tpombonuronenus. B 95 % ciydaeB B KpOBH MAIMEHTOB OOHApPYKUBAIOT XapaKTEpHBIC
«BOJIOCATHIEH/«BOPCUHYATBICY» JTHUM(OLKTEI, HO KOJMUYECTBO HMX MOXET OBITh Pa3IMYHBIM.
Tunmuno mia BKJI yBennyeHue Cene3eHKHM — OT HE3HAYUTENIBHOTO 1O TMIAaHTCKOrO, OJHAKO
BcTpeuatorcss BapuaHThl BKJI 6e3 creHomeramuu. OdaroBoe NOpa)K€HHE CEJIE3€HKU HE
xapakrtepro st BKJL. VBenuuenus nepudeprueckux tumdarudeckux ysinos (JIY) npu BKJI ver,
HO y 15-25 % nanueHTOB BBIABISETCA yBenndeHue BucuepaibHbX JIY. Ilpu oOHapyxeHUM
YBEJIMYEHUST BHYTPUIpYIHbIX JIY HEoOXOAMMO HCKIIOYUTh TyOepKyje3Hoe IOpa)KeHue.
Knunnueckue cuMrnTomMsl HUTONEHUH (OHO-, IBYX- WJIM TPEXPOCTKOBOM) 3aBUCAT OT CTEIIEHU €€
BBIPQKEHHOCTH, HO B IIEJIOM aHEMHMsI IOJI0JITY ObIBa€T KOMIIEHCUPOBAHHOM, TPOMOOLMTONEHUS
4acTO OECCUMIITOMHAsS I C YMEPEHHO BBIPAKEHHBIM FeMOpparu4eckuM CUHAPOMOM. OCHOBHOE
XKU3Heyrpoxatoiee ocinoxkHeHrne BKJI — BocnanuTenbHO-UHPEKIIMOHHBIE TPOLIECCHI, CKIIOHHBIE
K CENTHYECKOMY TEUeHUIO W adcueaupoBanuio. Helponelikemusi He xapakrepHa st BKIIL,
MEHUHI€aJbHble CHUMITOMBI TpPEOYIOT MCKJIIOYEHHUS OaKTepHabHOTO, BHUPYCHOTO WU
TyOepKyJIe3HOro MeHHHTUTa. MoHOKIIOHabHas cekpenns npu BKJI Berpeuaercst penko (10-15
% ciy4aeB), B OCHOBHOM IIpE/CTaBI€HA HE3HAUUTEIbHOM/CIe0BOI ceKpelrel naparnpoTerHa
kiacca G, oyHaKo BCTpevaroTes ciydau kinaccndeckoro BKJI ¢ MoHokToHABHOM cekpenmeii 20—
30 r/n. Cneunduyeckoe nmopaxenne HenuMmparnaeckux opranoB npu BKII Bcrpedaetcs pemko,
KJIMHUYECKasi KApTUHA ITPU TOM MOXKET OTCYTCTBOBATH WJIA 3aBUCUT OT JIOKAJIU3ALUN IOPAKEHUS
(koXa, KOCTH, JIerKHe, IIOYKM, LEHTpaJbHas HEpBHas cucrtema). MckiItoueHHeM CIyXHT
cnenuduyeckas nuddysHas mumponHas MHPUIBTpALMS IEYEHH, BCET1a IPUCYTCTBYIOLIAs IpU
BKJI, HO 00bIuHO HE MpUBOASAIIAS K YBEIWYEHHUIO WINM HapylieHuto QyHKuuu oprana. Kpaiine
penko mpu BKJI BcTpewaercs M301MpOBaHHOE AKCTpAMENYJUIIPHOE MOpak€HUE, HAIpUMED
HOopa)keHHe 0CEBOTo CKeleTa (MI03BOHKH, KPECTell, Ta3) ¢ MATKOTKaHHBIM KOMITIOHeHTOM. Hannune
AKCTPAMEIYJUISIPHOTO Odara MOpaXKeHHs JOJKHO OBITh BepU(UIMPOBAHO MOP(OIOrHUECKUM,
UMMYHO(DEHOTHUIIMYECKUM  (TMPEANOYTUTENbHO) MiIM  uMMyHorucroxumudeckum  (UI'X)
UCCIICIOBAaHUEM, B CIIydae H30JIMPOBAHHOTO O3KCTPaAMENYyJUIAPHOTO MOpaxeHus (T. €. MpH

OTCYTCTBUH npoyer TunnuHoi kaptunbsl BKJI) — onpenenennem myrammmu BRAFV600E.



YacToTra BCcTpe4aeMOCTH KIMHUKO-1a00paTopHbIX mposBieHnii BKJI:

crieHoMmeranus — y 80 % maiueHToB;

nevikornenust —y 70 % nanueHToB;

HelTporieHus: —y 75 % MmaiueHTos;

MoHouuTtorneHus —y 90 % narueHros;

«BOJIOCATHIE» TUM(OILUTHI B MazKax nepudepudeckoit KpoBu —y 95 % manueHTos;
Tpombornuronenus —y 80 % manueHTos,;

anemus —y 70 % mainueHToB,

abnomuHanbHas muMmbaaeHonatus —y 15-25 % nauueHTos,;

MOHOKJIOHaNIbHas TamManatus — y 10 % nanuenTtos.



2. IlmarHocTuka 3a60/1eBaHNUsI UJIM COCTOSIHUA (TPyNNbl 3200J1€BaHUI HJIH
COCTOSIHMII), METUIIUHCKHE IOKA3aHUS M NPOTUBONOKA3aHUS K IPUMEHEHHI0

METOJA0B JTUATHOCTHKHU

MHorue pekOMEHJOBaHHBIC METOJbl JUArHOCTUKH 3a00JICBaHUS W CBSI3aHHBIX C HHM
COCTOSTHUI MMEIOT OTPaHWYCHHYIO JOKa3aTeNbHYI0 0a3y (B COOTBETCTBUHU CO IIKAJaMH OIEHKU
YPOBHSI JOCTOBEPHOCTH JIOKA3aTEJIbCTB U YPOBHs YOSIUTEIILHOCTH PEKOMEH/IAIUI) 10 MIPUYNHE
OTCYTCTBHS TOCBSIIICHHBIX UM KIIMHUYCCKUX HMCCIeA0BaHUNA. HecMOTps Ha 3TO, OHU SABJISAIOTCSA
HEOOXOUMBIMU 3JICMCHTAMH OOCJICJIOBaHMS TAIlMEHTA JIJIS YCTAHOBJICHHS JHArHo3a ¥ BbIOOpa
TaKTUKH JICYCHUs, TaK KaK Oosiee 23 PEeKTUBHBIC U JOKa3aHHBIC METOJbI B HACTOSIICE BPEMS HE

pa3paboTaHsbl.

I[I/Ial" Ho3 BKIJI YCTaHaBJIMBACTCA 110 COBOKYITHOCTU J'Ia60paTOpHLIX U MHCTPYMCHTAJIbHBIX

JaHHbIX UCCIICAOBAHUSA KPOBHU, KOCTHOI'O MO3ra, CCJIC3CHKU.

Hwnarno3 BKJI cnexyer 3amono3puth, €CJIA y MALIMEHTA:
1) uwmronenus (0aHO-, ABYX-, TPEXPOCTKOBAS);
2) auMdoruTo3 (mpH JF0O0M YUCIIE ICHKOIUTOB);
3) MOHOIUTOICHHUS;
4) cruIeHOMerasus;

5) 4yacTbie HHPEKITHOHHO-BOCTIATUTEIBHbBIE COCTOSIHHUS.

Kpurepun ycraHoBJICHUSI ANATHO32/COCTOSIHHUSA .

1) «BopcuHYaTBIC» TUMOOLIUTHI («BOJIOCATHIC) KIETKH) B KPOBHU U/HIIH KOCTHOM MO3re >5 %;

2) TIOJIOKHUTEJbHAS PEaKIHsl «BOPCUHUYATHIX» JTUMQPOIUTOB Ha TAPTPATYCTOHYMBYIO KUCIYIO
dpocdarazy (TRAP);

3) uMMyHOpeHOTHIT TMMPOUTHBIX KIETOK, crieruduunblii it BKIL: ko B-mumdormros,
skcnpeccupyromux mapkepsl CD19, CD20(spko), CD22(sipxo), slg, CD25, CD1lc,
CD103, FMC7, CD123, CD85; B TUITMYHOM ciTydae — OTCYTCTBUE IKCIIPECCHH MapKEPOB
CDs5, CD10, CD23;

4) tummunas s BKJL «peixmasy numdounnHas WHQHUIBTpaIUsS KOCTHOTO MO3ra B
tpenanobuonTare (¢ skcrnpeccueit mpu UI'X-uccnenqosanuun CD20, Annexin Al, TRAP,
CD25, CD103, DBA.44(CD72), CD11c, CD123, Cyclin D1, orcyTcTBHEM 3KCHPECCHH
CD5, CD10, CD23);

5) BeisiBIIeHUE B TuMdOUIHBIX KieTkax myTanuu BRAFV600E;
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6) B ciydae CIUICHIKTOMHUH — XapakTepHas TUM(GOuIHAs HHPUIBTPALUS KPACHOH MyJIbITBI C

skcnpeccuen npu UI'X-uccnenosanun Mmapkepos BKII.

[Tpu Hamuuuu Toasko gaHHbX (1) u (2) quarnoz BKJI BepositeH, mpu HaaHMYuK AaHHBIX (3)—

(6) — nocToBepeH.

Huddepennmansupnii quarno3 BKJI HeoOXoauMoO MpOBOIUTE CO BCEMH 3a00JICBAHHSIMH,
IPOTEKAIOIUMHU C LIUTONEHHEH, JIUM(OLUTO30M U CIUIEHOMEraiued. JTo B MEPBYIO ouyepenb
npyrue auMdonponudepaTUBHbIe 3a001€BaHUs — IMM(OMa MapruHaibHON 30HBI CENe3eHKH, T-
kiaerouHass auMmdoma, ceneseHounas ¢opma auddysHoit B-kiIeTOYHON KPYHMHOKIETOUHOM
TuM(OMBI, XpOHUYECKHHA JTUMQOJIEHKO3, TUMpOMa KPAaCHOW MyJbIIbI CEeNIe3€HKH, BapHaHTHAS
dopma BKIJL. Crnektp nuddepenumansHoit auarHoctukun BKJI Takke Bkimrouaer Jpyrue
reMaToJIOTMUeCKue (AIUIacTUYeCKasi aHEMUs, MUEIOAUCIUIACTUYECKUN CUHIPOM, MUeno(puopo3)
U Heremarosorudeckue (Oosie3Hp ['omie, renaTUThl U LMPPO3bI, AyTOUMMYHHbBIE HApYLICHMS)
3a0oJieBaHMs CO CXOHOM cumnToMaTHKoOi. B penkux cinydasx (1 %) Bozamoxno coueranne BKJI
C XPOHHUYECKUM JTUM(POIEHKO30M, €lIe Pexe — ¢ APYTUM reMaToIOTH4eCKUM 3a00I€BaHUEM.

HaulOonee cnoxHbIM npezcrasisercs quddepenuuanbabii auarno3 BKII co cxoxumu ¢
HUM 10 KJIMHUYECKUM TMposiBieHusM BapuaHTHeIM BKJI m muddysnoit Menkokinerounoit B-
KJIETOYHOW JMM(POMON KpacHOM MyJbIbl CEJIE3€HKH, BBIJCICHHBIMH B KiacCU(UKALUIX
BcemupHhoit opranusanuu 3apaBooxpanenun (BO3) 2008 r. u 2016 r. B mogBapHaHThl OTACIBHOM
HO30JI0THH — «IHM(pOMa/TIEHKO3 Cele3eHKH, HEKJIAaCCU(PULIUPYEMBIII».

BapuantHeiii  BKJI Bcrpewaercs mpumepHo B 10 pa3 pexe kiaccuueckoro BKIIL,

XapaKTepU3yeTcsl HOPMAJbHBIM WJIM TOBBIIIEHHBIM YPOBHEM JIEWKOLIUTOB M OTCYTCTBHEM
mapkepa CD25 [6]. 3a0oneBaHue wdaie BBISBISCTCS Y IAlMEHTOB MOJIOJIOTO BO3pacra.
Knuanueckue nposiBnenus BapuantHoro BKJI B o0mmx yeprax cXoxH ¢ KIaCCHUECKUM, OJHAKO
npu BapuaHTHOM BKJI B HeckonbkO pa3 wyamie BO3HUKAKOT MAacCHUBHAs CIUICHOMETalus W
BHCIIepaibHas JuMbaneHonaTuss (MHOrAa ¢ GOPMHUPOBAHHEM KOHTJIOMEPATOB JTUM(OY3JI0B), a
TaKXKe 4Yallle Pa3BHBAIOTCA TsDKeNble MH(PEKIMOHHBIE NpOsBIECHUS B ae0loTe OO0Je3HM M Ha
HavyaJbHBIX dTanax tepanuu [7]. KoctHeiii Mo3r npu BapuanTHOM BKJI 00BIYHO rUTIEPKIIETOYHBIH,
C MUHUMAaJIbHBIMU TIpu3HaKamu (udposa. Mopdonorudecku «BopcuHYATHIE) JTUMMOIUTHI IPU
BapuanTHOM BKJI nmeroT GosbIiee cX0CTBO ¢ TPOJMM(POIIUTOM, HX SIIPO YACTO COACPKUT 1—2
KpYIHBIX sapbiuka. s ¢penoruna BapuantHoro BKJI, B ornmume oT kimaccuyeckoi (Gpopmbl
BKIJI, xapakrepHo orcyrcTBue 3kcnpeccun CD25, CD123 npu Hanuuuu Apyrux TUIUYHBIX AJIS

BKIJI mapkepoB, HO ¢ MeHbIUM ypoBHeM skcmpeccun: CD11c, CD103, FMC7. Unorma npu
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BapuanTHOM BKIJI ormeuaroTcst u apyrue adepparuu ¢peHoruna TuMEOUIHBIX KIeTOK. OOBIYHO
otcyTcTBYIOT TRAP 1 annekcun Al. To, yto BapuanTHsiii BKJI neficTBUTensHO HE OTHOCUTCS K
noasuny kiaccuueckoro BKJI, moarBepxkmaercs orcyrcrBuem Mmyrtauun BRAF V600E B
OITyXOJIEBBIX KJIETKAaX.

3a0onieBaHre XyXe OTBEYAeT HA CTAHJAPTHYIO TEparuio, U ONTUMAIbHOE JIEYCHHE
BapuanTHOH ¢opmbel BKJI 10 Hacrosimiero BpeMeHHM OJHO3HauHO He ompenesneHo [8,9].
BcenenctBue penkoctu 3a0o0sieBaHMs PaHIOMH3HPOBAHHBIX KIMHUYECKUX HCCIEIOBAHUN IO
CpaBHEHHIO (PPEKTUBHOCTH PA3TUYHBIX MeTO/0B JsedeHus npu BapuantHoM BKIJI mer. Ilo
JaHHBIM OOJBIIMHCTBA HCCIIEOBaTeNel, aHAJOTU MypUHOB MeHee S()QEeKTUBHBI U yalle
MO3BOJISIIOT JTOCTHYb JIMIIb YAaCTUYHOM pEMUCCHU WM yiyuiieHus. l[lpenmodrurenbHbIM
CUMTAETCSl COUYETAHUE aHAJIora MypUHOB C puTykcumadboM. [IpumensieTcst anurtenbHas Tepanus
uHTepdepon anbda-2a** unm uaTepdepon anbda-2b** (uaTepdeponom o). Ilpu BeIpakeHHON
CIUICHOMETaJuy B TEpBOM JIMHUM JIEYCHHS HUCIOJB3YIOT CIUIEHIKTOMHUIO. M3yuaercs
a¢dexkTuBHOCTH JiedeHust antutesiaMu kK CD22 u CD25. YV MooApIX MalueHTOB ¢ PE3UCTESHTHBIM
Te4eHHEM 3a00JIeBaHNS BO3MOXKHO IIPOBEJCHHUE aJUIOT€HHOM TPAaHCIUIAHTA[MH IeMOIOATHYECKUX
CTBOJIOBBIX KJIETOK.

Juddysaag menkokieTounas B-kinertounas muMdboMa KpacHou myabnbl cenesesku (JIKIIC)

— penko Bcrpeuaromasics (B 5 pa3 pexe BKII) 3penoknerounas B-menkokierounas iumdpoma
CeJIe3E€HKH, JJOKAIM3YIOIAsCs B €€ KPaCHOM ImyJibIie. 3a00IeBaHUE Yallle BBISBIISICTCS y TTAIIUEHTOB
cTapuiero Bo3pacta. Tak ke, kak u BapuantHbiii BKJI, JIKIIC nporekaer 6e3 eiKoneHn , 4acTo
C BBIPQKEHHBIM JIEHKOIIUTO30M, C JIUM(OIIUTO30M 32 CYET OONBIIOTO YHCIA IUPKYIUPYIOLIIX
«BOPCHUHYATHIX» JIMMQPOIHUTOB (BBISBIAEMBIX TaKKE TMPU IUTOJOTHYECKOM HCCIEIOBAaHUHU
KOCTHOTO MO03ra), 0e3 MOHOIIMTOIICHUHW; XapaKTepHa 3HauuTenbHas cruieHomeranus [10].
Nmmynodenotun aumdouausix kietok npu JIKIIC otnuuaercs oT kiaccuueckoro ¢peHoTumna
BKJI orcyrcrBuem CD25, BapuaGenbHoi HH3KOM skchpeccueir CD103 u CDl1lc. Myrtanus
V600E rena BRAF Bcerpa orcyrcTByeT, peakius Ha TRAP o6sruno0 otpuniarensna. UatepecHo,
yto npu JIKIIC rucronornueckoe uccieoBaHle KOCTHOIO MO3Ta IUCCOHUPYET C MUETIOTPaMMOM
— nmumMpounHast THUIBTPAIKS B TPEMAaHOOMOITAaTe YacTO BEChMa CKyAHAsI, YeTKO ONpeaeseMast
JUIIb TPU NPOBEIEHUN HMMYHOTHCTOXUMUYECKOTO UccaeaoBanus ¢ Mapkepom CD20; mpu 3ToM
oTCyTCTBYIOT Mapkepsl CD25, annexkcud Al, muknud D1. [Ipu ructomornueckoM uccieoBaHuN
CEeJIe3€HKHU BBIABISIETCS JTUMQouaHas WHOUIBTpAIUs KPAaCHOW MyJbIbl, ¢ (DEHOTUIIOM, JIUIIb
yacTu4HO coBnaaaromum ¢ BKJI npu npoBeneHnn MMMYHOTHCTOXUMHYECKOTO MCCIEAOBAHUS:
CD20+, DBA.44+, CD25—, annekcud Al—, muknua D1-, CD103-, CD123—, numbs oyaroBo
CDll1c+u TRAP+.
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JIKTIC cxoxa 1Mo CBOMM KIMHHYECKHMM W JIAOOpAaTOPHBIM MpPH3HAKaM ¢ JIMMQPOMOM
MapruHaJIbHON 30HBI CEJIE3CHKH C BOPCHHUYATHIMH JTuUMdouuTamu, U eauHcTBeHHod Ha 100%
JIOKa3aTeIbHOM omue npu ux auddepeHnnanIbHOl TUarHOCTUKE SBISIETCS] TUCTOJIOTUYECKOE U
MMMYHOTMCTOXMMHUYECKOE HCCIIEOBAHNE TKAHU CEIIC3CHKH.

[To psgy npu3HakoB (OTCYTCTBUE JIEHKONEHUHM W MOHOLMTONEHUH, aOeppaHTHBIN
ummyHodenotur, orcyrctBue mytanun VO0OE rena BRAF) Bapuantusiii BKJI u JIKIIC ouens
CXOXKH MEXIy COOOH, OIHAKO pa3MUYalOTCs HaTU4MeM JIeHKO3HOM HH(UIbTparmu B
TUCTOJIOTMYECKOM IIpernapaTre KOCTHOro mosra npu BapuantHoM BKJI B mpoTtuBOBeC ckygHOMY
BOBJICYEHHUIO KOCTHOTO MO3I'a B THCTOJIOIMYECKOM npenapate TpenaHoouonTara npu JIKIIC.

[Tpu neuenun JIKIIC B mnepByro ouepeap NPUMEHSAETCS CIUIEHIKTOMHS, a TaKkKe
KOMOMHUpPOBAaHHAs TEpanusi KIAAPUOWHOM M PUTYKCHMAOOM; BO BTOpPOW IMHHH TEparuu

ucnoin3ytores cxemsl R-CHOP, R-F(M)C.

2.1. /Kaao0bl 1 aHAMHE3

. V¥ Bcex manueHToB ¢ noao3penremM Ha BKJI wnm ¢ BoisiBnennsiM BKJI npu nepBuunoM
npreMe PeKOMeHAyeTcsl TIIaTelIbHBbIA cOop kamo0 W aHaMHe3a Npu 3a00JIeBaHUIX

OpraHoB KPOBETBOPEHHUS M KPOBH IS BepUpHUKaUK qruarnosa [5].

YpoBenb y0eauTeqbHOCTH pekoMeHaaumii — C  (YpoBeHb 10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenmapuii: npu ocmompe Heobxo0umo oyeHums obwee cocmosnue nayueHma no
wiKane onpeoeieHusi cmamyca nayuenma Bocmounotl 06veOuneHHOU OHKON02U4ecKoll
epynnot (ECOG) (em. Ipunoscenue I'l). Ilpu evipasicennoii anemuu y nayueHma mo2ym
ommeuamvcs c1abocms, 00blKA, cepoyeduenue, 201080KPYICEHUe, YCUTUBAIOWUECS NPU
Quzuueckoti Haepyske. Ilpu evipasicenHoiu mMpomMOOYUMONeHUU — 2eMoppacUecKuil
cunopom (peoxo). Ilpu Helimponenuu — cunepmepmus, uacmvle UHPEKYUOHHO-
gocnanumenvhvie 3a0071€6aHUs, UHO20A C MANCENLIM HCUSHEYSPOICAIOUUM MedeHUeM
(abcyeouposanue, nnesmonus, cencuc). Ilpu cnienomezanuu — yniomuenue u 4y8cmeo

msoicecmu 6 snueacmpuu u J1€801L NOJIOBUHE JHCUBOMA.

PeKOMedeemc;z YmMOYHeERUe CeMeliH020 aHAMHe3d O HAIUYUU 3a00/1e8aHus CUCmeMbl

KpO8U Y pOOCMEEHHUKOS.
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HOCKOJZbe 3abonesanue 8 OONbUIUHCEBE cydaees paseusaemcs nOCmeneHHo u ()ﬂumeﬂbHO,
aHcanobwvl 007120 mMo2cyn: omcymcmeoeamysp, HEeCMOmps HA 6blPpAJNCEHHYIO YUMONEHUIO U

ChnjleHomezAaluro.

2.2. Du3uKaJLHOE 00CIe10BAHNE

V¥ Bcex nanueHToB ¢ nojgo3penreM Ha BKJI unu ¢ BeisinennsiM BKJI ipu nepBuyHOM Min
MIOBTOPHOM IpHEME, IPU KOHTPOJIbHBIX 00CIEeI0BaHUSX U MPU MOJO3PEHUN Ha PEILUINB
3a00JIeBaHUsI PEKOMEH/YETCSl BBIIIOJIHCHUE BU3YaJlbHOTO OCMOTpa TEPareBTUYECKOTO,
Najblallid TEPANIEBTHYECKON M ayCKyJIbTAllUU TEPaleBTUYCCKOM, OMpeiesieHne 00IIero
cocrosiHus 1o mkaine ECOG, a takke OCMOTp MUHJAIHMH U MOJIOCTU PTa JUIsl yTOUHEHUS

PacmpoCTpaHSHHOCTH, HATMYHUS OCJIOXHEHHI U TSHKECTH TeYeHus 3aboseBanus [5].

YpoBenb y0eauTeJbHOCTH pexkoMeHaanmii — C  (YpoBeHb 10CTOBEPHOCTH

JI0KA3aTeJIbCTB — 5)

Kommenmapuii: npu ocmompe Heobxo0umo oyeHums obwee cocmosiHue nayueHma no
wxane ECOG (cm. Ipunosicenue I'l), a maxoice ocmompems MUHOAIUHBL U NOJIOCb P,
KOJICHbLE NOKPOBbL; NANbNAYUsL OOJINCHA BKIIOYAMb NATbNAYUID 6CEX OOCMYNHBIX 2PYNn

nepughepuueckux J1V, neuenu, cenezenxu.

2.3. JIabopaTopHbIe AMATHOCTHYECKHE UCCIACI0BAHNSA

Bcem manumentam ¢ nogo3zpenueM Ha BKJI mnu ¢ BoisiBiennsiM BKJI npu HaOmronenuw,
IPOBE/ICHUH JIeUeHUs], olleHKe 3(PPEeKTUBHOCTU Tepanuu, KOHTPOJIbHBIX 00CIeI0BaHUSAX U
NOJNO3PEHUH Ha peuuauB 3a00JIeBaHUS PEKOMEHAYyeTcs  BHIIOJHUTH  OOIMiA
(KMTMHUYECKUH) aHalIu3 KpOBU Pa3BEpHYTHIM C OINpeAesieHHEM YpOBHEH reMorioOuHa,
HPUTPOLIMTOB, TPOMOOLUTOB, JEUKOIMTOB, MOACYETOM JIEHKOLUTApHOH (OpMyYIBl U
KOJIMYECTBA PETUKYJIOLUTOB AJI1 YCTAHOBKU JMAarHo3a, YTOYHEHUsS TSHDKECTU COCTOSHMS
NanueHTa, IMHAMUKH 3a00J1eBaHMsl, BEIPAaOOTKU a/leKBaTHOM TeparneBTHUECKON TaKTHUKH
u/unmu (B CiIydae paHee TPOBEICHHOW TepaluH) OIEHKH pPa3BUTHS BO3MOKHBIX

HEKeNaTeIbHBIX SBICHUH Neuenus [5,11-13].

YpoBenb yOeautesbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenmapuii: 6 npenapame maska Kpogu 8blA81810MCs «8OPCUHYAMbIE» TUMPOUOHbIE

K1emKu 0Oojnee KpYNHO20 pasmepa C 2OMO2EHHBIM PA3PEeHCEHHIM XPOMAMUHOM A0pa
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OKpY2loU Uil 08albHOU, pedce 00008UOHOU GOpMblL, C O00B0ILHO WUPOKOU ONEOHOU
YUMONIA3MOU, ¢ HEePOBHbIM, (HeCMOHUAMBIM, C OMPOCMKAMU UTU BOPCUHKAMU KpAEeM

yumonjasmaosl.

Bcem nanuentam ¢ nogo3pennem Ha BKJI, a Takxe npu onenke 3¢p(heKTUBHOCTH Tepanuu
BKIJI pexomenayeTcsi BBITOJIHUT LIUTOJIOTUYECKOE MCCIIEOBaHNE (ITyHKIMIO) KOCTHOTO
MO3ra B KaueCTBE OCHOBHOI'O JHArHOCTHMYECKOTO METO/Aa, HEOOXOAMMOro JUis

MOJTBEPKACHUS U GOpMyIrpoBaHus quarnosa [5,11,12].

VYpoBeHb yOeauTeabHOCTH pexoMengamuii — C  (YpoBeHb 10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

wanenmapuﬁ: 6 KOCMHOM M0O32¢e «60pcuHuanftblx» lewqbouumoe yacmo 60.7lbm€, yem 6
kposu. QOHAKO 803MONCHA MPYOHOCMb ACNUPAYUL KOCHHO20 MO32d («CYXAS NYHKYUSLY),

YUMo C853aHO ¢ Pubpozom Kocmuozo mosea npu BKJI.

Bcem nanmentam ¢ nonospenuem Ha BKJL, a Takxke npu onieHke 3¢ pekTuBHOCTH Tepanuu
BKJI pexoMenayercss 10 BO3MOXHOCTH BBIIOJHHUTH  I1aTOJIOIO-aHATOMUYECKOE
ucclieloBaHle OUONCHIHOrO (ONepalMoOHHOI0) MaTrepuaiga KOCTHOTO MO3ra B KayecTBe
BaXHOIO JIMarHOCTUYECKOTO METOJa, HEeOO0XOAMMOro Juidl HOATBEPXKICHHUS U

dbopmynaupoBanus auarsosa [5,11,12,14].

YpoBenb yOeaurteqbHOCTH pexkoMeHaaumii — C (ypoBeHb J10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

Kommenmapuii: namon020anamomMuiecKoe uccnedosanue ouoncutinoco
(onepayuonHo20) mamepuana KOCMHO20 M032a 8ANHCHO O/ yCmaHosaeHus ouacnosa BKJI,
MAaxK Kax no38osiem bls8umb JUMPOUOHYIO UHDUILMPAYUIO C YePMAMU, XAPAKMEPHbIMU
umenno oasi  BKJI, oyenumv pesepsbl KposemeopeHus, a maxice Nposecmu
oughghepenyuanvuviti ouasrnoz ¢ annasuei Kpogemeopenus. IIpu BKJI 6 obuoncuiinom
(onepayuonnom) mamepuaie KOCMHO20 MO32d  OOHAPYICUBAEMC — YMeHblUleHUe
KOAU4eCcmaa 31eMeHmo8 HOPMAIbHO20 2eMON033a U Oughy3nas uiu ouggy3no-ouazosas
UHpUILMPAYUSL KOCIHO20 MO320 «PbIXI0» PACNOLONCEHHBIMU TUMPOUOHBIMU KIEMKAMU
cpedHez0 pasmepa ¢ HeNnpasuIbHOU Popmoll A0pa U O08OILHO WUPOKOU YUMONIASMOU C
HeposHbiM Kpaem. Tunuumvl Qubpos, Hapyuienus MUKpOYupkyIayuu 6 euoe noieu
KPOBOU3NUAHUL, PACMAHYMBIX CUHYCO8 — KAPMUHA, NO360AI0Was Mopdonocuiecku

OMIAUYUMB IMOM BUO JIEUKO3A OM OpYeUX 3a00.1e8aHUI.
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Bcem manmmenTam ¢ mogo3penuemM Ha BKJI, a Taxoke nipu orieHke 3 GeKTHBHOCTH Tepanuu
BKIJI pexomeHnayeTcsi BHITIOTHUTH HCCIIE0BaHNE OMOIOrMYECKOT0 MaTepHralia KpOBH MU
KOCTHOTO  MO3ra  METOJOM  MPOTOYHOH  IUTO(GIyopuUMETpuu  (OINpeneicHHe
UMMYHO(EHOTHIIAa JIMM(POLIUTOB KPOBH HJIM KOCTHOTO MO3ra) B KaueCTBE OCHOBHOIO
JMarHOCTHMYECKOT0 METO0Ja, HEOOXOAMMOro JUIsl MOATBEPXKACHUS U (OPMYIUPOBAHUS

nwarsosa [5,11,12,15].

YpoBeHb y0enuTeJBLHOCTH pekoMenaaumii — B (ypoBeHb J0CTOBEpPHOCTH
JA0KAa3aTeIbCTB — 3)

Kommenmapuii:  onpedenenue  ummynogpenomuna — onyxonegvlx — auMpoyumos
oosizamenvrHo 0 eepuuxayuu ouacnoza BKJIL. [ns smoeo ucnonvzyiomcs 06a
83AUMOOONOTHAIOWUX Memooa: npomounas yumomempus u UI'X. He 6visgieno kakoco-
mo edurncmeenHo2o mapkepa BKIJI, nosmomy 0 mounozco OuacHo3a Heobxooumo
OYEeHUBAMb OOCMAMOYHO WUPOKYI nauenv B- u T-kiemounvix CD-maprepos, exnouas
mapxkepol, munuunvie 0t BKJI. Ilpu npomounotl yumomempuu GulAGIsAI0OMCs CUTbHAS
skcnpeccus CD19, CD20, CD22, CD79a, omcymcmeue sxcnpeccuu CD5, CD10, CD23,
CD43 u sxcnpeccus munuunwix onst BKJI CD11c, CD25, CD103, FMC7, CD123, CD200,
LAIR-1. Mspeoxa ecmpeuaiomcs omkionenus (abeppayuu) ¢henomuna — Hanudue

nemunuunwvix 011 BKJI mapkepose CD10 (0o 20 %) u CD23, pesce CD5.

Bceem nanuentam ¢ nono3penueMm Ha BKJI pexomeHnayeTcest BBIIOJIHUTE MOJIEKYJISIPHO-
resernyeckoe uccnenoBanue myraun BRAFV600E B numponutax KpoBH MIIM KOCTHOTO
MO3ra B KadeCTBE OCHOBHOTO JHAarHOCTUYECKOTO METO/a, HEeOoOXOAMMOro Juis

MOJTBEPKACHUS U PopMyTHpoBanus quarnosa [3,5,11,12,16,17].

YpoBenb yOenuTeJbHOCTH pekoMenaaumii — B (ypoBeHb J10CTOBEpPHOCTH
10KA3aTeJILCTB — 3)

Kommenmapuii: npu BKJI 6onee uwem 6 95 % cayuaes svisensemes mymayus BRAFV600E,
Komopas —omiauuaem e20 om Opyeux B-xkiemoumwix aumghonponugepamugnvix
3abonesanull, a maxdce om eapuanmuou ¢opmwvi BKJI u numgpomvr xpacrhoii nynonsi
cenezenku. dma mymayus Modcem Oblmb GblAGIEHA MEeMOOOM NOIUMEPAZHOU YEeNnHOU
peakyuu 8 K1emouHsvlx 00pasyax Kposu uiu Kocmuoz2o mosza unu npu MI'X-uccrnedosanuu.
Ilockonvky mymayuss BRAFVG600E sensemcs ouaenocmuueckum kpumepuem BKJI,
JHCenamenbHO BLINONIHAMb ee NOUCK Y CeX NAYUeHMOs 8 pa3eepHymoll ghaze 3a001e6aHus,

0COOEHHO 8 OUACHOCMUYECKU CIONCHBIX Cydasx, npu miAx;Ncejiom comamudecKkom cmamyce
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U pe3uCmeHmHblM medeHuu BKJI — ons 0ﬂp€0€ﬂ€Huﬂ B6O3MOINCHOCMU NPUMEHEHUA

uneubumopa BRAF-kunaswi.

Bcem nmanmenram ¢ nopospenueM Ha BKJI npu HEOQHO3HAYHBIX JAHHBIX MPEIbIIYIIMX
3TaroB  OOCIeAOBaHHUS  (COMHHUTENBHBIA  pe3yJabTaT  MMMYHO(DEHOTUIIMPOBAHMUS,
TpernaHoOHOICHH, OTCyTcTBUE MyTanud BRAF) pekoMeHayeTcs1 BBIIIOJIHUTH ATOJIOTO-
aHATOMUYECKOE HCCIIeJOBaHHE OHOINCUIHHOrO (OMEepaliOHHOT0) MaTepuaia KOCTHOTO
MO3Ta ¢ IPUMEHEHHEM HUMMYHOTHCTOXHMHYECKHX METO/IOB B KAYE€CTBE JIOTIOTHUTEIILHOTO

JMarHOCTUYECKOTO METO/Ia, BAYKHOTO JUIs IOATBEPXKAeHHs Auarnosa [5,11,12].

YpoBenb yOeauTeabHOCTH pexoMenaamuii — C (ypoBeHb /0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenmapuii: Ul X-uccredosanue npu BKJI obnapyosicueaem skcnpeccuio CD20,
Annexin Al, TRAP, CD25, CD103, DBA.44(CD72), CD11lc, CD123, Cyclin D1 (s
bonvuuHcmee cnyuaes crabas s0epuas 9Kkcnpeccus). Onyxonegvle KlemKu He
sxcnpeccupyrom CD5, CD10, CD23 (8 peoxux cnyuasx moocem dvims crabas sxcnpeccus

Ha yacmu K1emok).

Bcem manmentam ¢ mopo3pennem Ha BKJI, KOTOpbIM BBINOJHSIACH CIUIEHIKTOMMS,
PeKOMEeHyeTcsl TPOBECTH IaTOJOr0-aHATOMUYECKOE HCCIeIOBaHUE OMOTICHUITHOTO
(omepanMoHHOTO0) MaTepuaia CeJIe3eHKH C TPUMEHEHHEM HMMYHOTHCTOXUMHUYECKUX
METOJIOB B KayeCTBE JOIMOJHUTEIHLHOIO IMArHOCTUYECKOTO METOAA, BaXKHOIO A

MOJTBEPIKAeHHs qrarnosa [5,11,12].

YpoBeHnb yOenuTeabHOCTH pexkoMeHaamuii — C (YpoBeHb J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuii: mopgonocuueckoe ucciedosanue mMKAHU CeNle3eHKU 6 clyuae
CNIIEHIKMOMUU BbIAGISIEN TUMPOUOHYIO UHDUILMPAYUIO KPACHOU NYIbNbl, NPU IMOM
benas nynvna obwviuno ampoghuposana. Onyxonesas uHQUILMpaAYUs NPUBOOUmM K
00pA306AHUI0 TAK HA3bIBAEMbIX (KPOBSHLIX 03epy, KOmMopvle Npedcmasisiom coooi
pacmsiHymole Kpogvio CUHycbl. Ymounenuro ouacnoza nomozaem HIX-uccredosanue

MKAHU celle3eHKu ¢ onpeoeneHuem xapakmepHuix 0ns BKJI mapkepos.

ITanuentam c¢ nogOo3pCHUCM Ha BK.H, KOTOPLIM  BBIIIOJIHAJIACH ouoncus IICYCHU,
PEKOMEHAYETCH IIPOBECCTU I1aTOJIOIO-aHATOMUYECKOE HCCICI0OBaHUE OMOIICUIMHOTO

(omepanoHHOTO) MaTepuajga CeIe3eHKH C MPUMEHEHHEM HMMYHOTHCTOXMMHYECKUX
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METOJOB B Kayd€CTBC JOOIIOJHHUTCIBHOIO JUWAarHOCTHYCCKOI'O METOJa, BaXHOIo JJIsA

MOJITBEP XK IeHUs nuarnosa [5,11,12].

VYpoBeHb yOeauTeabHOCTH pexoMengamuii — C  (ypoBeHb /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenmapuii: mopgonozuueckoe ucciedosanue mxanu nederu 6bIsA6IAen OnyxXoneeyio
UHDUILMPAYUIO, KOMOPAsL PACRONIA2ACMCSL He MOIbKO 8 NOPMANbHbIX MPAKMAX, HO U 6
cunycoudax. Ymounenuio ouaznoza nomozaem HIX-ucciedosanue mkanwu newenu c

onpeodenenuem xapakmephwvix 0as BKJI mapkepos.

[Manmentam ¢ nmogo3perreM Ha BKJI pexoMeHayeTcsi BHIIOJHUTH ONpEACICHUE YPOBHS
AKTUBHOCTH KHCJIONH ¢ocdaTtazpl JUMGPOIUTOB B Mepudepruyeckoil KpOBU H/WIU B
MMyHKTaTe KOCTHOTO MO3ra B Ka4eCTBE JOIMOJHHUTEIHHOTO TUArHOCTHYECKOTO METOJIa,

Ba)KHOTO JIJIs TOATBEPIKACHUS nuarHo3a [5,11,12].

YpoBenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenmapuit: yumoxumuueckoe uccineoosanue aumpoyumos na TRAP sapko evisensem
TRAP 6 «sopcunuamoixy aumgpoyumax. Omom 6uod pepmenma uno2oa modxicem
BLIABNIAMBCA NPU  OPYeUX JIUMPONPOIUDEPAmuenvlx 3a001e6aHUAX, OOHAKO BbICOKAS

axmuenocmos TRAP munuuna umenno onss BKJI u ecmpeuaemcs 6 95 % cnyuaes.

BceM nanuenTam ¢ MNOoAO3PpCHHUEM Ha BKIJI PEKOMEHAYETCH 110 BOSMOXXHOCTH BLIITOJIHUTD
HUCCICIOBAHUEC MOHOKJIIOHAJIbHOCTH I/IMMYHOFJ'IO6y.]'II/IHOB B KpOBH U B MOYC MCETOAOM
I/IMMYHO(bI/IKcaHI/II/I B Ka4€CTBEC AOIIOJITHUTCIIBHOI'O AUArHOCTHUYCCKOIrO METOJa, BAXKHOT'O

s nuddepennuansroi quarnoctuku BKII [5,11,12].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
J10KA3aTeJILCTB — D)

Kommenmapuii: napanpomeunemus 6 yeiom He xapakmepua 0ia BKJI, ecmpeuaemcs
peoko (0o 10 %), 6 ocnosHOM Yy nodicunvix nayuenmos, u yawe dvléaem ciedosoll, npu
smom  npeumyujecmseenno  eviaeiiemcs  1gG.  Ilpoenocmuueckoe  3mauenue
MOHOKIOHANbHOU CeKpeyuu He YCmaHoeneHo. Buiaenenue 3nauumoti cekpeyuu — nogoo K
pesusuu  ouazHo3a (cekpemupyiowas aumpoma, niazMOoYumoma, MHONCECHEEHHAS.

Mueioma).
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Bcem nanmentam ¢ BKJI nepen HadaioM npOTHBOOMYXOJIEBOM TEpATUK PEKOMEHIYeTCs
BBITNIOJTHEHNE 001Iero (KIMHUYECKOT0) aHalu3a MOYH JUIsl YTOUHEHHUS! (QYHKIMH [OYEK U

UCKJIFOYCHUS MHPEKIIMUA MOYEBBIBOISIINX TyTei [5,18].

YpoBenb yOeauteqbHocTH pexkoMenaanmuii — C  (ypoBeHb [10CTOBEPHOCTH

JA0KA3aTeJbCTB — 5)

BceMm nanmentam ¢ BKJI nepen HadanioM npOoTHBOOMYXOJIEBOM TEpAUK PEKOMEHIyeTCs
BBITIOJTHEHUE aHaM3a KpOBH OMOXMMHUYECKOTO o0uieTepaneBTUYECKOro
(makraTmeruaporeHasa, MoueBas KHCIOTa, MOYEBHHA, KPEATHHUH, OOIIMH OeNoK,
anpOymuH, OunupyOwWH, acmapraraMuHOTpaHcdepasza, alaHWHAMUHOTpaHcdepasa,
menouHass ¢ocdaraza, Kanwmid, HATPUH, TIIOKO3a) I YTOYHCHHS COMATHYECKOTO
COCTOSIHMSI TIAI[MEHTA, BBIABICHUS OpPraHHOW MUCHYHKIUU U BBIPAOOTKH aJeKBATHOU

TepaneBTHYeCKoM Taktuku [5,13,18].

YpoBenb yOeauteibHocTH pexkoMenaanmuii — C (ypoBeHb [10CTOBEPHOCTH
JI0Ka3aTeJIbCTB — 5)
Kommenmapuii: Opyeue napamempvi OUOXUMUYECKO20 AHANU3A KPOBU MO2YM Oblmb

BKIIOYEHbL 8 UCCAe008aHUe HA ycemompenue epadd.

Bcem nanmenram ¢ BKJI nepen Hayanom IpoTHBOOITYXOJIEBOM TEpalluy PeKOMEHAyeTCsl
BBINOJIHEHUE Koaryjorpammbl (mporpoMOuH uian MHO, akTUBHpOBaHHOE YaCTHUHOE
TPOMOOIIJIACTUHOBOE BpeMs, (QUOpUHOreH, TPOMOMHOBOE BpeMs) s YTOYHEHHS
COCTOSIHHS TIALIMCHTA U BBIPAOOTKH aJIeKBaTHOM TeparieBTH4ecKor TakTuku [18].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH

10KA3aTeJILCTB — D)

Kommenmapuii: opyzue napamempol K0a2yni0102utecko20 aHaiusa Kpogu Mo2ym Ovlms

BKJIIOYEHbL 8 UCCNEO08AHUe HA ycmompernue epada.

Bcewm nanuentam ¢ BKJI nepen Hauanom mpoTUBOOITYXOJEBOM T€panuu peKOMeHyeTcsl
olpejieliecHue OCHOBHBIX Tpymml kpoBu 1o cucteme ABO, ompenenenue anturena D
cuctembl Pesyc (pesyc-dakropa) Aiisi BO3MOKHOCTH BBIMIOJTHEHHUSI TeMOTPAaHCHY3UU TIPH

HaJIMYUH [TOKa3aHUi 10, BO BpeMs W rocie Teparuu [18].

YpoBenb yOeautejsbHOCTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH

0KA3aTeJbCTB — 5)

18



Bcem nanmentam ¢ BKJI nepen HadaioM npOTHBOOMYXOJIEBOM TEpATUK PEKOMEHIYeTCs
BBITIOJTHEHUE MOJIEKYJISIPHO-OMOJIOTMYECKOTO UCCIIEIOBaHMs KPOBU Ha BHUpYC remnarurta B
(Hepatitis B virus) u Bupyc renarura C (Hepatitis C virus) B 1ensx yTOYHEHHUS pUCKa U B
ciiyyae He0OX0AMMOCTH NPO(HIAKTUKY pPeaKTUBAIlMK BUpYyCHOro remarura [13,18].
YpoBenb yOeaurTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Bcewm nanuenram ¢ BKJI nepen Hayanom IpoTHBOOITYXOJIEBOM TEpAlluU PpeKOMEHAyeTCs
BBITIOJTHEHUE  MOJICKYJISIPHO-OMOJIOTUYECKOTO ~ UCCIIEIOBAaHMS  KPOBH Ha  BHPYC
ummyHnoneduimra yemoseka (BMY) 1 (Human immunodeficiency virus HIV-1) s
YTOYHEHUS] HEOOXOAMMOCTH OJIHOBPEMEHHOI'O IIPOBEICHMSI MPOTHBOOIYXOJEBOH U

AHTUPETPOBUPYCHOI Tepanuu [13,18].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH

JI0KA3aTeJILCTB — 5)

2.4, HNHCTpYMEHTAJIbHbIE IMATHOCTHYECKHE HCCJIeI0BAHUS

Bcem nanuenTtam npu ycranoke auarHosa BKJI, a takke mpu onenke 3QpGeKTUBHOCTH
tepariun  BKJI pexomenayercsi 1O BO3MOXHOCTU BBINOJHUTH KOMITBIOTEPHYIO

tomorpaduio (KT) opranos opromtHoit mosoctu [5,18].

YpoBenb yOenureabHocTH pexkomenganuii — C  (YpoBeHb [J0CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuii: 6 6onvuiuncmee ciyuaes 8ulasiaemcs CHIeHOMe2anusi 0m YMepeHHoU 00
3HAUUMeNbHOU, 6e3 0Ua208020 NOPANHCEHUS MKAHU Celle3eHKU. Yeenuuenue sucyepaibHulx
JIV onpeoensemcs npumepno ¢ 20 % crnyuaes, uauje nesHauumenbHoe, HO Modcem ObIMb
U 8 guoe KOHeIoMepamosg (0COOEeHHO 8 MOI00OM 803pacme UIU NPpU NPoOSPeccupos8aHuul

3a001e6aHUS).

Bceem manmentam npu ycranoBke auartHoza BKJI, a Taxoke npu ouenke 3¢dexruBHoCTH
tepanun BKJI pexomeHayercsi BBIIOJHUTH YIbTPAa3BYKOBOE MHCCIEIOBAHUE OPraHOB

oOprorrHoit mosoctu [5,18].

YpoBenb yOeautejsbHOCTH pexkoMenaanuii — C (ypoBeHb [10CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenmapuii: 6 Oonvuwuncmee ciyuaee npu  YibmpazeyKo8OM — UCCIe008aAHUU

BblAGJIAENICA CnlleHomezaius om yMepeHHOIZ 00 3Hallum€ﬂbH012, be3 ouazc06020 nopastcenus
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mKaHu ceneseHku. Yeenuuenue eucyepanvuvix JIY onpeodensemca npumepno ¢ 20 %
cnyuaes, yawe He3HauumenbHoe, Ho Modicem bblmb U 8 8Ude KOH2LOMepamos (0coOeHHO 6

MO000M 803pacme Ul npu NPOSPeccupo8aHuy 3a001e6anusl).

Bcem mnanmeHTtaM ¢ BBIBICHHBIM MACCHUBHBIM YBEIMYEHHUEM a0JIOMUHAIBHBIX H
3a0prommHHbIX  JIY  71ubo ¢ HanuuuMeM TUIMEPTEPMHUH, JIETOYHBIX CHMIITOMOB
pexomenayercsi BbIMONHUTE KT opraHoB rpyaHod KIETKH JUISI  HCKIIOYECHHUS

BHYTPUTPY/HO# JuM(aeHONaTuy, MHEBMOHUY, TUIEBpUTa, adciecca jerkoro [5,18].

YpoBenb yOeauTesqbHOCTH pexkoMeHaaumii — C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenmapuii: npu evisagnenuu 6HympuecpyoHou aumgpadeHonamuu HeodX00UMo
npogedenue pmuzuampuyecko2o 00cied08anuss 0l UCKIIOUeHUs. MyOepKyie3d, MaK KakK
nayuenumol ¢ BKJI sasnsaiomes epynnoil 8vblcoko2o pucka passumusi mybepkyresa. Ilpu
couemanuu BKJI ¢ mybepxynezom Heobdxooumo nposooums nedenue 060ux 3a601e6aHull
0OHOBPEMEHHO 6 NOJIHOM 00beMe, MAK KAK NpuU CB0€BPEMEHHOM JledeHUlU U A0eK8aAMHOM

omeeme Ha mepanuio npocHo3 y nayueHmoes 6ﬂa20npuﬂmelﬁ.

Bcem nanmenTam ¢ 601€BbIM CUHIPOMOM PeKOMEHYeTCsl BBIIIOJHUTh PEHTIreHorpaduio

KOCTEHl CKeneTa JUisi HCKIIFOUSHHS CIIeU(pHISCKOTo MmopakeHus kocrei [5,18].

YpoBenb yo0eauTeqbHOCTH pexkoMeHaaumii — C  (YpoBeHb 10CTOBEPHOCTH

J10KA3aTeJILCTB — D)

Bceem manmentam npu ycranoBke auarHoza BKJI, a Taxoke npu ouenke 3¢dexruBHoCTH

tepanuu BKJI pekomMeHayeTcst BBINOIHUTE 3JeKTpokaparorpaduio [5,18].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

Kommenmapuii: evinonnenue s1exmpoxapouozpaguu HeobXoo0umo Oas UCKIIOUEHUs.
conymcmsyroujeti KapoOuaibHol namoaocuu u/unu ocioxcuenuil medenus BKJI, a makace
ons oyenxu ounamuxu unmepeana QT npu nevenuu ¢ npumenenuem uneuoumopa BRAF-

KUHA3bL.

2.5. Uuble AUATHOCTHYECCKHEC MCCJICI0BAHUSA

Bcem marueHTam ¢ MOJ03pEHHEM Ha HAJTMYUE 3KCTPaMEIyJUIIPHOTO OdYara MOpaKeHUs
PeKOMEHIyeTcsl BBIIOJIHUTH OHOICHIO BEPOSTHOTO oyara Uil BepHUKaIMH
crierduyeckoro mopaxenus [5,18].
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YpoBenb yOeauTeabHOCTH pexoMenaanmuii — C (ypoBeHb [J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommenmapuii: cneyuguueckoe nopasxicenue opeanos u mrxauei npu BKJI ookaszvieaemcs
MONILKO NpuU MOPEhONI02U4eCcKOM UCCIe008aHUU ¢ UMMYHOpenomunudeckum unu HI'X-

uccneoosanuem u npu 803moxchocmu onpeoenenus mymayuu BRAFV600E.
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3. JleueHue, BKJIOYAsI MeIUKAMEHTO3HYI0 U HeMeIUKAMEHTO3HYI0 Tepanum,
AMETOTEpPanuIo, 00e300,1UBaHNe, MeAMIUHCKUE OKA3AHUS U

NMPOTHUBOINOKA3aHUA K IPUMCHCHUIO METO0B JICHCHUS

HasnaueHne u mpHMEHEHHE JIEKapCTBEHHBIX IPENapaToB, YKa3aHHBIX B KIMHUYECKUX
peKOMeHJalui, HampaBJIeHO Ha oOOecIeYeHHe NalHMeHTa KIMHUYeCKH d3(PQeKTuBHON u
0e301acHON MEUIIMHCKOM IMOMOIIIHX, B CBSI3H C YeM MX Ha3HAYCHHE U IPUMEHEHHE B KOHKPETHON
KJIMHUYECKOW CHUTyallud OMNpPEAESIeTCS] B COOTBETCTBUU C HHCTPYKIMSAMH IO HPUMEHEHHIO
KOHKPETHBIX JICKAPCTBEHHBIX NPENapaToB ¢ pPean3alMeil MPeaCTaBICHHbIX B UHCTPYKIIMU Mep
IPEJOCTOPOKHOCTH MPHU UX MPUMEHEHHH, TAK)KE€ BO3MOXKHA KOPPEKIHS 103 C YIETOM COCTOSIHUS

namucHTA.

Cnez[yeT YUUTBIBATDH, UTO Y MAallUCHTA MOT'YT OBITh HECTAaHAAPTHBIC ITPOABJICHUA 6OJIC3HI/I, a
TAaKXKXC COYCTaHUC KOHerTHOfI 0oJIe3HU C APYyruMu I1aToJorusaMu, 4YTOo MOXKCT JHKTOBATb
JcHalmeMy Bpady HU3MCHCHUSA B aJITOPHUTMCE BI)I60pa ONTUMAIBHOM TaKTHUKH JUArHoCTUKu M

JICUCHHMUA.

3.1.IIoka3zanus K HavyaJjJy Tepanvum M onpeacjJacHue CTPATECrum JICYICHUA

. [TanmenTam ¢ BepuduuupoBanHsiM BKJI 6e3 nuronennn mim 3Ha4uMOM CIuIEHOMETaluu
(<+2 cm u3 mompedepbsi) WM C HE HAPACTAIOUICH IIUTONICHUEH KON cTeneHu (ypOBHHU
remornobuna >110 1/1, TpomMGonuToB >150 x 10%n, Heiirpodunos >2,0 x 10%mn,) u 6e3
CUMITOMOB 3a00J€BaHMsl IPU YCIOBUU BO3MOXKHOCTU PETYJSPHOIO KOHTPOJIA 3a
HalUEeHTOM crielduyeckas Tepanus He pekomenayeres [5,11,12].

Yposenb yOeauteabHocTH pexkoMenaanuii — C  (ypoBeHb [10CTOBEPHOCTH
JI0KA3aTeJIbCTB — 5)

. [TanmenTtam ¢ BepuduuupoanusiM BKJI ¢ HanmuneM 3HaunMol win ycyryOustoniencs
nuTonenueit (yposau remornobuna <110 r/1, TpomGormros <100 x 10%1, Heittpodunon
< 20 x 109/n), MH(EKIUOHHBIX OCJIOKHEHHM, CHUMITOMHOW WJIA HapacTaomen

CIUICHOMETaIhel peKOMeHayeTesl Havyalio crieruduueckon Tepanuu [5,11,12].

YpoBenb yOeauTeabHOCTH pexoMenaanuii — C (ypoBeHb [JT0CTOBEPHOCTH

0KA3aTeJbCTB — 5)
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3.2.JIeuenne NMAIMEHTOB C BIIePBbIe JHATHOCTHPOBAHHBIM B0OJI0CATOKJIETOYHbIM JIEHK030M

Ocnosnvimu npenapamamu 6 aedenuu BKJI, npueooawumu K MHO2ONEMHUM NOJIHbIM
pemuccuam npu BKJI, aenaiomesa ananoeu nypunos, 8 uacmuocmu, kiaopubun. Hecmomps na
8bLCOKYI0 3hheKmueHoCmb U HEMOKCUYHOCHb, NPUMEHEeHUe KIAOPUOUHA 8 NepBOll TUHUU 0ObIYHO
npueooum K ONUMEIbHOMY Mueiomokuveckomy azpauyioyumosy [19], umo onacno y
UMMYHOKOMAPOMeMUposannulx nayuenmog ¢ BKJI,  cesa3u ¢ uem npednoumumensHo npuMeHenue
KAAOpubUuHa nocie Kynuposanus Helumponenuy npumMeHeHuem uHmepoepoHom o, uiu uHeubumopa
BRAF-kunazer #eemypaghenuba™*. Jleuenue BKJI ¢ sxcmpamedyinaphvim nopaxicenuem makaice
00/12ICHO Oblmb, 6 Nepeyio ouepedb, CUCMEMHbIM, C NPUMEHeHUeM UHMephepoHoOM o, u/unu
KAAOpUOUHa, 603MOJICHO ¢ Oobaegienuem K mepanuu #Hpumykcumaba™*. Pexomenoayuu no

NPpUMEHEHUIO OaHHBIX JIEKAPCNBEHHbIX npenapamoes npedcmaeﬂeHbz Huafce.

o [Tanmentam ¢ BrepBbie AuarHocTpoBaHHbIM BKJI ¢ mokasaHusMu K crieruuuecKoi
TEpaIuy MPHU HAJTMYMU HEHTPOTICHUH B KAYECTBE MIEPBOTO ATAIIA JICUCHUS PEKOMEHyeTCsi
tepamnus uaTepdeponom o [20,21].

YpoBenb yOenuTeJbHOCTH pekoMenaaumii — B (ypoBeHb [J0CTOBEpPHOCTH

JI0Ka3aTeJIbCTB — 3)

Kommenmapuii: watepdhepoHn o obviuno npumensiemcsi 6 meuenue 12-16 mneo. 0o
HA3HAYeHUsl aHanoea NypuHa (01 KOppeKyuu Heumponenuu u npoQuiakmuxu OaumeirbHO20
MUETIOMOKCUYECKO20 AZPAHYIOYUMO3d 8 pe3yibmame npumenenus Kiaopubuna) 6 00ze 3 min ME
3 paza 6 Hedenio nooKoxCcHo. B 3asucumocmu om nokazameneii 2emMocpammyl U UHOUBUOYATbHOLL
neperocumocmu 003a unmepgepona o. moxcem sapvuposams om 1 0o 5 man ME u om 2 pas ¢
Heoello 00 eHCeOHeBHO20 NpuMeHeHus. B ceasu ¢ uacmeim pazgumuem punnonooodOHo2o
CUHOPOMA HA HAYATLHBIX YMANAX NPUMEHEHUSI UHMEPPEPOHA 0. mepanuto cledyem HA4uHAmy ¢
0036l 1 man ME na gpone anmunupemuxos, nocmeneHno yseauuusas 003y 0o cmanoapmuoi (3
man ME 3 paza 6 nedeno). Ilpu enybokoti netikonenuu unmepphepon oHeodXo0umo nPpUMEeHsms ¢
OCMOPOIHCHOCIBIO, He (opcupyst 003y (U3-3a PUCKA B6PEMEHHO20 YCyeyOaeHus: NeuKONeHUU).
L]envio npumenenus unmepgepona o. A61emcs NPUPOCm HelmpopUIOs 3a cuem CHUNCEHUS YUCLA
aumegpoyumos 6 cemoepamme 0o yposts <50 %, umo noszsonsem uzbexcamov azcpanyioyumosa u
UHMEKYUOHHBIX OCIONHCHEHUU nocie Kypca auanoea nypunos. IllapannenvHo, Kax npasuio,
npoucxooum ymeHvuieHue pasmepa cenesenku. Mnmepgepon o MOXMCHO He npumeHAmb nepeo
OCHOBHbIM  KYPCOM  KAAOpUOUHA NpU  HE3HAYUMENbHOM JumMpoyumosze U MUHUMATLHOU

qubuﬂbmpauuu KOCmMHO20 Mo32a.
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[Tarmentam ¢ BrepBbie nuarHoctupoBaHHbIM BKJI npu BhIpakeHHOW HEHTPONEHUH
(arpaHysOIMTO3) WM B TEPUOJ AKTUBHOW WHQEKIUM Iepell Tepanueld aHaloraMH
IIypPUHOB MOKET OBITh PEKOMEHJI0BAaHO Ha3zHaueHue #Bemypadenuba** B noze 240-960
MI/CYT 0 KynupoBaHus HeiTponenuu (Heiirpodunst > 1,5 x 10%/m) [22,23].
Kommenmapuu: #eemypaghenub6 obnadaem namoeeHumuyeckum oOelcmeuem Ha
anomanvhylo BRAF-kunazy onyxonesvix xiemox. OQbviuno npumensemcs o0oza 240-480
me/cym. cpok nedenus 8 cpeoHem 3 mecaya.

YpoBenb yOeaurtebHOCTH pexkoMenaauuii — C (YpoBeHb J0CTOBEPHOCTH
JA0KA3aTeJbCTB — )

[Tanmentam ¢ BrepBbie AuarHocTHpoBaHHbIM BKJI ¢ mokasaHusMu K crieruuuecKoi
TEparuu TIOCJIC 3aBEPUICHUS TEpalnuud HWHTEPPEPOHOM 0, a TaKKe IalueHTaM ¢
HE3HAYUTEIIBHBIM JTUM(OIIMTO30M W MHHUMAIBHOW WHQWITPAIMEH KOCTHOTO MO3ra,
KOTOPBIM HE TMOKa3aHO TNpeABAPUTEIbHOE Ha3HAYCHHE HWHTEPPEpOHa 0, B KaYeCTBE
OCHOBHOT'O 3Talla JICYCHHsI peKOMEeHIyeTcsl Tepamust Kiaapuounom [24].

YpoBenb y0enuTeJLHOCTH pekoMeHgamuii — A (YpoBeHb J0CTOBEPHOCTH
A0KA3aTeJbCTB — 2)

Kommenmapuii: npu BKJI npumensiom 1 xopomxuii xypc xknadpubuna 6 odoze 0,1
me/ke/cym *x T oueit unu 0,14 me/ke/cym x5 ouneit [25] (6 oannoti dosuposke npumenenue
npenapama He 3apecucmpuposaro). B panoomuzuposaHuvix uUcciedo8anusix He Obvlio
BbISIBIIEHO PA3IUYULL 6 IPHEKMUBHOCMU U NEPEHOCUMOCIU NPEenapama npu pasHvlx
pexcumax 6gedenus. OQOunakosas OUOOOCMYNHOCMb KIAOPUOUHA NPU NOOKONCHOM U
bont0cHOM 86e0eHUU ObLIA NOOMBEPHCOEHA OAHHBIMU PAPMAKONOSUYECKUX UCCTe008AHUII.
C yuemom yoobcmea exceOnesHo20 nOOKOMCHO20 68e0€HUs NPenapama OAHHbIU PeXCUM
saensiemcest  npeonoumumenvhuim 6 mepanuu  BKJI.  Eciu  mepanusi  knaopubunom
HazHawaemcs no Kakou-1bo npudune o6e3 npedsapumenbHo20 Kypca uHmepghepona o u 6
VC08UAX 2nyOOKOU HeUmponenuy y 0CiaOleHH020 NAYUeHmd, 803MONCHO NpPOGedeHUe
Jleyenust 6 Opobrnom pescume: 1 esedenue 6 neoeno 00 cymmapHoil Kypcogoi 003wl [26].
Jleuenue knaopubunom me mpedyem cheyuanrbHOU cCONymcmeyiowel mepanuu (m. e. He
HA3HAYAOMCcs  NPOMUBOPBOMHbIE NPEnapamsl, G00HAS HASPY3KA), 34 UCKIIOYEHUEM
NPpUMEHEHUs. KO-MPUMOKCAZ0AA™* U ayuKkiosupa 6 cOOmeemcmesuy ¢ UHCmpyKyueu 0s
npoghunaxmuxu uHgexkyuil (no NOKA3AHUAM, 005A3aMeNbHO 6 Caydae HelumponeHuu — 00

goccmanognenus yposus neiimpogunos >1,0 x 10%x).
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[Taimentam ¢ BriepBbie AuarnoctupoBanHbiM BKJI pu cumMnToMHON TPOMOOIIUTONIEHNH,
Hed(P(HEeKTUBHOCTH WM HEMEPEeHOCUMOCTH JIEKApPCTBEHHOM Tepamuu, OCIOKHEHHSIX
cruieHOMeTanuu (MH(apKTHI, pa3phiB), @ TAK)KE IPU BBIPAXKEHHON CIuieHOMerannu (boiee
10 cM Huxe pebepHOit TyTH), COUETAIOIIEHCS C HE3HAYUTEIBHBIM TOPAKEHHEM KOCTHOTO

MO3ra, peKOMEeH/IyeTCsl BBITOJIHEHHE CIIeHIKTOMHUH [5].

YpoBenb yOeauTejJbHOCTH pekoMeHaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
J0KAa3aTeJIbCTB — D)

Kommenmapuii: npu BKJI yoanenue cenezeHku Oblcmpo IuKeuoupyem yumoneHuro, Ho
auwes y 20 % nayuenmos Ha OnumenvHwii Ccpox, y OorvuuHcmea owce d¢hghexm
CnlieHdKmomuy  coxpamsemcs Mmenwee 1 200a ¢ meuzbexcmvimMu 8 OanvHeuulem
npozpeccuposanuem 3a001e6anus U NOMPEOHOCMbI0 8 NPO8eOeHUU JIeKaAPCMEEHHOU

mepanuu.

3.3.JleueHne peniuIUBOB U pedpakTepHbIX (hOPM BOJIOCATOKIETOYHOIO JIeiiKo3a

[MarmmenTtam ¢ pernuBoM BKJI, y KOTOPBIX MPOIOIHKUATENBHOCT peMuccru Oblia 6osee 5
JIeT, PEKOMEH/IyeTCsl TIOBTOPHOE JICYCHUE, aHATIOTUYHOE TIepBHYHOMY [27—29].

YpoBeHb y0enuTeJbHOCTH pexkoMeHaamuii — C (YpoBeHb JI0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenmapuii: noxazano, yumo npu 00CMAMOYHOU NPOOOANCUMETLHOCTIU DEMUCCUU
nocie nepsuunoeo nevenus BKJI ananocom nypuna (knaopubun) nosmoproe npumeneHue
IMUX NPenapamos maxoice 3QhHekmusHo.

[Marmentam ¢ BKJI, He mocTurmmm noiaHou pemuccuu yepe3 6-12 mec. mocie tepanuu
KJIQJApUONHOM, peKOMEHIyeTCs TOBTOPHAS TepaIusl KJIaJPUOMHOM B TOM K€ PEXKUME, KaK
JUIS TIEpBUYHBIX TAIMEHTOB, C J00aBleHHEM #Hputykcumadba** B moze 375 mr/m? 6
BBe/IeHHit ¢ nHTepBaioM 28 aueit [30,31].

YpoBenb yOeauTeJbHOCTH pekoMeHaauuii — B (ypoBeHb [ocToBepHOCTH
A0KA3aTeJbCTB — 3)

Kommenmapuii: nepuod 80ccmanogienus MUeionod3a Moxcem Ovlmb OaUMeTbHbIM,
nosmomy, eciu y NayueHma nocie HPOo8e0eHHO20 Kypca JeYeHUs AaHAI020M NYpPUHd
ommeyaemcs NOI0HCUMENbHASL OUHAMUKA — UCYE3HOBEHUE «8OPCUHUAMBIXY TUMPOYUMO8
U meHOeHYUsi K 60CCMAHOBNIEHUIO0 NOKA3ameiell KpoBU, YMeHbUUeHUe Pasmepa Cene3eHKu,
Mo NOJIHOMY OOCMUSHYMOU PeMUCCUU OYeHU8arom He panee vem uepes 6-12 mec. nocne

JIeUYEHUAL.
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[Tarmentam ¢ penuauBom BKIJI, mposiBiasronmgMcs TpeuMyIIECTBEHHO YBEIWYECHHEM

CEJIC3CHKH, PEKOMEH/IYeTCsl BBITOJHEHUE CIUICHIKTOMUHU [5].

VYpoBeHb yOeauTeabHOCTH pexoMengamuii — C  (ypoBeHb /10CTOBEPHOCTH
0KA3aTeJbCTB — 5)
Kommenmapuii: xax npaeuno, monvko CniensKmomus He npueooum K pemuccuu u 6Cieo

3a Hell mpebyemcs npogedeHue CUCMEeMHOL Mepanuu.

[Manmmentam ¢ pedpaxrepusiM TeueHneM BKJI ¢ BeriBnennoi myranueir BRAFV600E B
Ka4eCcTBE OJHOTO M3 BApUAHTOB TEparnvu peKoMeHayeTcs: #Bemypadenuo** B qoze 480
MI/CYT B TeueHHe 2 Mec. 1 Oosee (10 nocTikeHus pemuccun) [32].

YpoBenb yOenuTenbHOCTH pekoMengamuii — C  (YypoBeHb [0CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

Kommenmapuii: #Heemypagenuo™* mooicem npumensamocsi mMOAbKO Npu OOKA3AHHOU
mymayuu BRAFVG00E. Hmeemcs onvim ycnewnoeo npumenenus #eemypagenuba™* 6
pasuvix oosuposkax — om 240 me/cym 0o 960 me 2 pasa ¢ cymxu [33]. C yuemom
00CcmamouHol 3(pexmusHocmu u xopouteti NEPeHOCUMOCIU Mbl Hauje NPUMeHsieM 003y
240 me 2 paza 6 cymxu.

[Taimentam ¢ pedpakrepusim Teuenrnem BKJI B kauecTBe 04HOTO U3 BapHaHTOB TEpauu
pexomMeHnayetcsi UHTEphEepoH o B 03¢ 3 MutH ME/CyT 10 HOCTHXKEHHS MaKCUMAIIbHOTO

OTBETa C MOCIIEAYIOIINM MEPEX0I0M Ha BBEJCHUE ATOH 10361 3 pa3a B Heneno [5].

YpoBenb y0eauTeJbHOCTH pekoMeHaaumii — C  (ypoBeHb 10CTOBEPHOCTH

10KA3aTeJILCTB — D)

[TanmenTtam c pedpakrepHsiM TeueHrneM BKJI B kauecTBe 0JJHOr0 U3 BapHaHTOB Teparuu
MOKET OBITh peKOMeHI0BaHa KoMOuHaius #0enaamyctuHa** B moze 70 mr/m? B 1-2-ii
Y ¢ #puTykcuMaboM** B/B B 103e 375 Mr/m2 B 1-ii 1 15 U, 6 KypcoB ¢ MHTepBanoM 28

nuen [34].

YpoBenb yOeauTeJbHOCTH pekoMeHaauuii — B (ypoBeHb [gocToBepHOCTH

A0KA3aTeJbCTB — 3)
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3.4.COHVTCTBVIO]J.[3$[ U _COIIPOBOAMTEC/IbHAA Tepallvud HNAIMEHTOB C BOJOCATOKJICTOYHbIM

JEeHK030M

[Marmmentam ¢ BKJI ¢ momo3peHueM Ha pa3BUTHE HH(EKIIMOHHO-BOCHAIUTEIHEHOTO
mporecca peKOMeHJIyeTcsl HEOTJIIOKHOE Ha3HaueHHE AaHTUOAKTepHAbHOW Teparnuu
[7,35,36].

YpoBenb yOeauTeabHOCTH pexoMenaanmuii — C (ypoBeHb /10CTOBEPHOCTH
JA0KAa3aTeIbCTB — 4)

Kommenmapuii: npu nevenuu nayuenmos BKJI neobxoouma Kpatinss HACmMopodCceHHOCHb
6 omuowenuu ungexyuti — eunepmepmus npu BKJI, 6 omauuue om aumgom, ne senisemcs
CUMNMOMOM —~ UHMOKCUKAYUU U  C8UOeMmeNbCmeyem O HAIUYUU  UHGEeKYUoHHO-
80CNANUMENLHO20 npoyeccd, Yacmo 0e3 yYemKko onpeoensemol Jaokaiuzayuu. Y
nayuenmos ¢ BKJI wacmo paszeusaiomcs nHeemonuu, cunycumol, abcyeccsvl 8 NOOKOHCHOLU
Klemuamke, MexicMbluieyHble abcyeccobl (0COOEHHO 8 MbIUYAX HO2), NPU IMOM 8 C8A3U C
HelimponeHnueu oyazu ungexyuu npu BKJI cxknonner x Ovlicmpou 2enepanusayuu u
mpeoyom HeomI0HNCHO20 HAZHAUEHUs AHMUOAKMEPUATIbHOU mepanuiu.

[Maruenram ¢ BKJI B coueranuu ¢ TyOepkylie30M peKOMeHAyeTcsl JeueHue 000mX
3aboJsieBaHU OJJHOBpeMeHHO [37].

YpoBenb yOeaurteqbHOCTH pexkoMeHaaumii — C (ypoBeHb J10CTOBEPHOCTH
A0KA3aTeJbCTB — 4)

[Marmentam ¢ BKJI, 3a wuckirodeHneM NalMEHTOB C JJIUTENbHOH U TIyOOKOi
HEHUTponeHnel (arpanyaonuTo3a) C HATHYUEM TKENbIX HHPEKIINOHHBIX OCIIOKHEHUH, He
PeKOMeHIyeTCsl TepaIus KOJIOHUECTUMYIHpYyIomumMu (hakrtopamu [38].

YpoBenb yOenurTeJbHOCTH pekoMenaaumii — B (ypoBeHb JocTOBepHOCTH
JI0KA3aTeJIbCTB — 3)

[Marmentam ¢ BKJI ¢ riyOokoil aneMueil nmpu HCKIIOYEHUM APYTUX NPHUUYUH aHEMUHU
(medunurt xene3a wim BUTaMHHA B2, U T. 1.) pekoMeHayeTcs1 KpaTKOBPEMEHHAs! Teparnust
sputponodTuHamu [39].

YpoBenb yOeauTeqbHOCTH pexkoMeHaaumii — C (YpoBeHb J10CTOBEpPHOCTH
0KA3aTeJbCTB — 5)

[Tarmenram ¢ BKJI mpu BO3HUKHOBEHUH OCTPOTO UM XPOHHUYECKOTO O0JIEBOTO CHHAPOMA
peKoMeHAyeTcsl TPOBECTH AUATHOCTUKY PUYUHBI O0JIEBOI0O CUHAPOMA U TOCIEAYIOUIYIO

MATOTeHETUYECKYIO MITH CHIIMTOMATHYECKYIO Tepamnuio 6oieBoro cuaapoma [5,40,41].
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YpoBenb yOeauTeabHOCTH pexoMenaanmuii — C (ypoBeHb [J10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommenmapuii: naubonee wuwacmas npuuuna oOoau npu BKJI — 1okanvuoii
BOCnanUmMenbHulll npoyecc (abcyecc, socnanienue mrkawet). B smom ciyuae neobxooumo
NnpoBOOUMb AKMUBHOE JleYeHUue oyaza 6OCHANeHUsl (8Knoudas, npu HeobXooumocmu,
xupypeuueckoe aedenue). Ilpu uckiroueHuu UHGeKYuoHHO-80CNAIUMENbHOU NPUPOObL
bonesoco cunopoma nayuenmy npoBOOUMcsa 00e300ausarowas mepanus COIACHO
cyuiecmsyrouumM npomoKoaam 06e3001ueanus (CM. coomeemcmsyrwue KiuHuyecKue
peKomMeHOayuu no XpoHu4eckou 60U, KIUHUYecKue peKoMeHOayuu no aHecmesuoai02ui),
8 MOM 4Yucie no NOKA3AHUAM — C NPUMEHEHUEeM HAPKOMUYECKUX U NCUXOMPONHBIX
JIEKAPCMBEHHBIX NPENnapamos ¢ y4emom 603MOINCHBIX NPOMUBONOKA3AHUU, CEA3AHHbBIX C

uumoneHueZZ, UHBIMU KIUHUYECKUMU CUMYAYUAMU.

3.5.0npeaeaenne 3¢ HeKTUBHOCTH JIeYCHUS

o [MarnrenTam, 3aBEpIIMBIINM 3aIUIaHUPOBaHHOE JieueHue 110 ooy BKJI, pekomenayercst
orieHKa 3P PEeKTUBHOCTH JIeueHUs yepe3 6—12 mec. mocie 3aBepiieHus: Tepanuy COrJiacHO
MEKIyHApOAHBIM KpuTepusiM (tipetoskerbl B 2006 1. u moguduiuposansl B 2011 r. (cm.
[Mpunoxenwue '2)) [5,12].

YpoBenb yOeaurteqbHOCTH pexkoMeHaaumii — C (ypoBeHb J10CTOBEPHOCTH

J10KA3aTeJILCTB — D)

CJ'IG,I[yCT YUUTBIBATD, UTO y MAUCHTA MOTYT OBITh HECTAHAAPTHBIC ITPOABJICHUSA 6OJ'IC3HI/I,
a TaKXEC COYCTaHUC KOHerTHOfI 00JIe3HU C APYruMu MaToJIOTUAMH, YTO MOXCET JUKTOBATH
JcHyalmeMy Bpady H3MCHCHUSA B aJITOPHUTME BBI60pa OINTUMAJIbHON TaKTHUKHU JUAarHoCTUKHU M

JICUCHUA.
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4, MeauumMHCKAasi peaduauTANUsA, MeIUIMHCKHE NOKA3aHUSs U

NPOTUBOINOKA3AHUA K IPUMEHEHUIO METOI0B PeadnJInTaluu

Bcem manumentam ¢ BKJI Ha Bcex aramax Tepanuu 3a0o0NieBaHUs, a TaKXkKe TOCHE

3aBCPUICHUA JICKAPCTBCHHOI'O JICHCHUA PEKOMEHAYETCHA KOMILJICKCHAA pea6I/IJII/ITaI_[I/ISI

[42].

YpoBenb yOeauTeJbHOCTH pexkoMeHaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KA3aTeJbCTB — 5)

Kommenmapuii: cneyuanvnolx memooos peadounumayuu npu BKJI ume cywecmeyem.
Peabunumayusa nayuenmos ¢ BKJI oondicna Hocums KOMNIEKCHBIN Xapakmep, 0X6amvleds
MEOUYUHCKUe U  COYUATIbHO-NCUXOI02UYEeCKUe dCNneKmbl adanmayuu nayueHma K
Hopmanvhou  oicusHu. Obvem  MeOUYUHCKOU — peaburumayuu  pa3padamvléaemcs
UHOUBUOYATILHO O/ KAHCO020 NAYUEHMA 8PAUOM-PeadUIUMOon02oM Npu yuacmuu paia-
eemamonoea. Kpome smoeo, npoepamma peabunumayuu  OONHCHA — YYUMBIEAMD
coyuanvhvie U NCuxonocudeckue npoodnemvl NAYUeHma U 6KIYAmMy (N0 NOKA3AHUAM)
COYUANBHBIX PAOOMHUKOB U NCUX0N0208. Peabunumayusn npu 603HUKHOBEHUU OCTIONCHEHULL

6 meyenue 3a0601e6anus U 1eqenus npoeodumc;z 6 paMKax coomeemcmeyrouux HO307102U1L.
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5. IpopuiakTuka v JTUCAHCEPHOE HADJII0IeHHEe, MeTULIMHCKHUE

MOKA3aHUS U MIPOTHBONOKA3AHUS K NIPUMEHEHNI0 MEeTO0B NPOPUIAKTHKHA

MetonoB mnpodunaktukn BKJI B Hacrosmiee BpeMss HE CYIIECTBYET, HOCKOJBKY

HEHM3BECTEH ATHOJIOTUYECKU (akTop(bl), BeAyIIUii(e) K pa3BUTHIO 3a00JICBaHUSI.

. Bcem nmanuentam ¢ BKJI mocne 3aBepiieHHsi Tepanvu peKOMEHAYeTCsl TOKM3HEHHOE

JIMHAMHYECKOE HAOII0/ICHHE Y Bpada-remarosora [5].

YpoBenb yOeauTejbHOCTH pekoMeHaanmuii — C  (ypoBeHb [10CTOBEPHOCTH
JA0KAa3aTeJIbCTB — D)

Kommenmapuii: 0ns  ceoespemennozo obuapyscenus peyuouea BKJI neobxooum
KOHMPOIb KIUHUYECKO20 AHANU3A KPOBU He pedice 2 pa3 8 200 U pamepa Cene3eHKU He
pedice 1 pasa 6 200. Peyuouswvt BKJI ¢ meuenuem epemenu pazeusaomcsi 8 no0asisouem
bonbuuHCcmee cuyyaes ¢ yacmomoi svisenenus 00 35 % npu meduane nabarodenus S iem
u 0o 50 % npu meouane 10 nem. Peyuousvl mozym 8o3nuxamo uauje u 8 Oonee panuue
CPOKU y MONI0ObIX NAyueHmos (0ebrom 3abonesanus 6 ospacme moaodice 45 nem) u npu
oocmudiceHuu  aub yacmuynou pemuccuu. Ilpu nooospenuu Hna peyuous BKJI
npoooUmMcs 006C1e008aHUe, AHATLOSUYHOE NEPEUYHOMY NPU YCMAHOBIEHUU OUACHO3A, OJis
MOYHOU Gepughurayuu peyuousa 3ab601e6anusi U UCKIIOUeHUs Opyeux 3a0071e6aHull
(cocmosinuil), npuBOOAWUX K YUMONEHUU, CHIACHOME2ANUU U MOSYWUXx UMUMUPOBAms

peyuous.
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6. Opranu3anusi OKa3aHusi MeIUIMHCKOH MOMOIIH

MenuiuHcKas TOMOIIb, 32 HCKIIFOUSCHHEM MEUIIMHCKOM MOMOIIY B PAMKaX KIIMHHYECKOU
arpobanuu, B cooTBeTcTBUH ¢ DenepanbHbiM 3akoHOM oT 21.11.2011 Ne 323-®3 (pen. ot
25.05.2019) «O6 ocHOBax OXpaHbI 37I0pOBbs rpaxkaaH B Poccuiickoi dexepariin» opranu3yercs

1 OKa3bIBaCTCA:

1) B COOTBETCTBHH C IOJIOKEHHEM 00 OpraHMU3alMU OKa3aHUS MEIUIHCKON ITOMOIIH 10
BUJAaM  MEIULMHCKOM IIOMOIIM, KOTOPO€ YTBEP)KIAETCS  YIOJHOMOYECHHBIM
(denepaabHBIM OPraHOM HCIIOJIHUTENILHON BIACTH;

2) B COOTBETCTBUU C TIOPSJKOM OKa3aHHs IOMOILIM IO TPOQUII0 «IeMaToJIOTHs»,
o0s3aTeNIbHBIM JJI1 UCHOJHEHUs Ha Tepputopuu Poccuiickoit ®enepauuu BceMu
MEIULUHCKUMU OpraHU3alUsIMU;

3) Ha OCHOBE HACTOSAIINX KIMHUYECKUX PEKOMEHIAIIHIA;

4) ¢ y4eToM CTaHIAPTOB MEAWIMHCKOH IOMOIIHM, YTBEP)KICHHBIX YIIOJTHOMOYCHHBIM

q)ellepaJ'IBHBIM OpranomM HMCIOJHUTEIBHOM BIACTH.

IlepBuyHas crnenualn3upoBaHHAs MEIUKO-CAaHUTApHAsi MOMOIb OKAa3bIBAETCS BpPauOM-
reMaToJI0rOM 5 HHBIMU BpadyaMU-CIIenUaIuCcTaMu B LIEHTPE amMOyIaTOpHOI
reMaToJI0rM4ecKoi/OHKOIOTHYECKOM ITOMOIIH 160 B NIEPBUYHOM
reMaToJIOTHYECKOM/OHKOJIOTHUECKOM Ka6I/IHeT€, NEPBUYHOM TI€MATOJOTHUYCCKOM OTACICHHUH,

MOJIMKIIMHUYCECKOM OTACJICHUN OHKOJIOTUYCCKOI'0 JUCITaHCEpa.

IIpu BeIABiIeHNN y manueHta BKJI unm nono3peHnn Ha HEro BpadyM-TEPAINEBTHI, Bpayu-
TEpaneBThl Y4YacTKOBbIE, Bpayd oOOIIEN NpaKTUKU (CeMelHble Bpauu), BpauM-CIELUAINUCTHI,
CpeIHuE MEAMIIMHCKHE pPa0OTHHKM B YCTAHOBJICHHOM IOPSAJKE HAIpaBJIAIOT TNAalleHTa Ha
KOHCYJIbTAIIMIO B LIEHTp amMOyJaTOPHON remMarosIorn4eckoil/OHKOJIOTHYeCKOH MoMoIHM J100 B
NEpBUYHBII  reMaToJIOTMYecKuii  KaOWMHeT, NEepBUYHOE TIeMaTOJIOrMYecKoe  OT/eNIeHHE
MEAMIIMHCKOW OpraHM3aliy JUisl OKa3aHWsd €My MNEepBUYHOM Cleluaiu3upOBaHHOM MeEIUKO-

CaHUTAPHOUN MOMOIIIH.

Bpaq-reMaTonor aM6ynaTopHoro HJIM CTAllMOHAPHOTO 3BCHA reMaToJIOTHYECKOM IMOMOILH
OpTraHU3yCT BBIMNOJIHCHUC AUAIHOCTHUYCCKUX PICCJ'IC,Z[OBB.HPIIZ, HCOGXOIII/IMLIX AJId YCTAaHOBJICHHUA

JIMarHo3a, BKJIFOYas paclpoOCTPaHECHHOCTh M CTA MO 3a00JIeBaHHUS.

B cnydyae HEBO3MOKHOCTH TPOBEICHHUS JTHATHOCTHUYECKUX MCCIEAOBAaHUM TalUeHT

HAIMpaBJIEICTCA JICHAIlUM Bpa4yOM B MCIHUIUHCKYIO OpPraHU3alui0, OKAa3bIBAOIIYH0O MCIAUIIUHCKYTO
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nomMomb mnmamueHTraM C IreMaToJOIrm4YC€CKHMU 3a00JICBaHUSIMU IJIs1 YCTAHOBJICHUA JUardHo3a u

OKa3aHuA CHGHH&HHBHPOB&HHOﬁ, B TOM 4YHCJIC BbICOKOTGXHOJIOI‘PI‘-IHOfI, MGI[HHHHCKOﬁ IIOMOIIH.

IIpu BeraBnenun BKJI win nono3peHun Ha HEro B XOZ€ OKa3aHUs CKOPOW MEAMIIMHCKON
IIOMOLIY NALMEHTA MEPEBOAAT WM HAIPABIAIOT B MEAULMHCKUE OPraHU3allM, OKAa3bIBAIOIINE
MEIUIUHCKYIO IIOMOIb MAIllMEeHTaM C FeéMaTOJOTMYEeCKUMHU 3a00J€BaHUAMU, Ul ONPEIEIICHUS
TaKTUKM BEACHHUS M HEOOXOAMMOCTH NPUMEHEHHUS JIONOJHUTEIBHO JPYTUX METOOB

CIICHUAIM3UPOBAHHOI'O IIPOTUBOOITYXOJICBOI'O JICHCHUS.

Cneuunanu3upoBaHHas, B TOM YHCII€ BBICOKOTEXHOJIOTMYHAs, MEIMULMHCKAs IOMOIIb
OKa3bIBA€TCSl BpayaMU-TEMAaTOJOraMH B  MEIMLIMHCKUX  OpPraHu3alusaX, OKa3bIBAOIINX
MEIUIIMHCKYI0 oMotk nanueHTam ¢ BKJI, umeronux iuiieH3uto, He00X0MMYI0 MaTepruaibHO-
TEXHHYECKYIO 0a3y, CepTU(UIIMPOBAHHBIX CIICIIUAINCTOB, B CTAIIMOHAPHBIX YCIOBUSIX U YCIOBHUIX
JHEBHOTO CTAallMOHApa W BKJIIOYAET MPOPUIAKTHKY, TUATHOCTUKY, JICYCHHE TeMaTOIOTHYECKUX
3a0oNieBaHUi, TPEOYIOUIMX HCIOIB30BAHUS CIELIHMATBHBIX METOJO0B M CIOXKHBIX YHUKAIbHBIX

MEIUIIMHCKUX TEXHOJIOTHH, a TaK)Ke MEIUIIMHCKYIO PeabMIIUTALIUIO.

B MequnuHcKoOM opraHu3anny, OKa3bIBaloIed MEAUIUHCKYIO ToMoIb nanuenTam ¢ BKJI,
TAaKTUKA MEJULMHCKOrO 00CIEeI0BAHUS U JICUCHHs YCTaHABIMBAECTCS BpauaMHU-T€MaToJIOTaMH C
IpPUBJICUYECHUEM IPU HEOOXOIUMOCTH JPYTUX Bpaueil-CHenuaaucToB, MIpU HEOOXOIUMOCTH — C
IPOBEJCHUEM KOHCHIMyMa. PelieHune KoHCuiMyMa Bpaded odopmisieTcss HpOTOKOJIOM,
MOANMCBIBAECTCS] YYaCTHUKAMHM KOHCUJIMYMA Bpadell 1 BHOCUTCS B MEIUIIMHCKYIO JOKYMEHTALUIO

nanucHTa.

IToxazanms k rocinuraian3aluu B prrJ'IOCYTOLIHHﬁ niIn HHCBHOﬁ CTallUOHAp MCHHHHHCKOﬁ
OopraHu3anunu, OKaBLIBaIOHleﬁ CIICIIUAJIMBUPOBAHHYIO, B TOM YHCJIC BBICOKOTCXHOJIOTMYHYIO,
MCIUIIUHCKYIO IIOMOIIIb IO HpO(l)I/IJ'II-O «reMaToJIoTus», OIPECACIIAIOTCA BpadyoM-
FeMaTOHOFOM/KOHCI/IJ'H/IyMOM Bpaqeﬁ C IMPHUBJICUCHUCM IIpHU HCO6XOI[I/IMOCTI/I APYrux Bpaqeﬁ-

CIICIaJIrucCTOB.

IMoxka3zanusa 1151 NJIaHOBO rOCIIUTAIH3AINH:

1) npoBeneHHE TEpamuH B ClydasX, TPEOYIOIMUX KPYTJIOCYTOYHOTO HAOIIOICHHS 3a
MAIUEHTOM 10 TSDKECTH COCTOSIHHSI, 00YCIOBIEHHOTO JIEHKO30M HIIM OCIIOKHEHUSMU
3a00JIeBaHUs, WIH 10 MPUYUHE PUCKOB OCIIOKHEHUM, COMPSKEHHBIX C MPOTpamMMoin
JICYCHUS WM COMTYTCTBYIOIMMHU 3a00JI€BaHUSIMH,

2) oOcienoBaHWe TMalMEHTa, B TOM YHCJIE€ BKIFOYArOliee OWOIICHHM W HWHBAa3HBHBIC

BMCIIATCIIbCTBA, B ClIyUasaX, KOraga OHO HEC MOKCT OBITH IpOBCACHO aM6yJ'IaT0pH0.
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IMoka3anus 1151 IKCTPEHHO rOCIUTAIN3ALMHA:

1) pasButue TsDKenoi umHpekiuu (B cBsi3u ¢ HedTporenueit npu BKIJI 3arpynHeHo
¢dopMHpOBaHHE OTYETIIMBOTO oOdYara HWHQPEKIUH, MOITOMY TSKECTh HH(PEKIUU
ompeneseTcss THUIEpTepMUeH, HE KyNmUpyeMod aHTHOAKTEpHAIbHOW Teparue,
CUMITOMaMHU MHTOKCUKAIlMHU, IPU3HAKAMU CENTHYECKOTO COCTOSIHUS, JbIXaTeIbHON
HEJIOCTATOYHOCTH);

2) TSDKENOE COCTOSHHE B CBS3M C HAJIMYMEM JICKOMIICHCHPOBAHHBIX, YIPOXKAIOIINX
KHM3HA  1UTONeHMA  (CUMOTOMHAas — TiIyOOKas ~ aHeMus,  3HAYMTENIbHBIN
reMOpparu4ecKuii CHHIPOM, HEUTponeHUs ¢ UH(PEKIIMOHHBIMU MPOSBICHUSIMHU);

3) paseutue ocioxknenudn BKJI, Britowas paspbiB (HWiIM yrpo3y pa3pbiBa) CEJIC3CHKH,
HEUPOJEHKEMHUIO, IUIEBPUT C TNPU3HAKAMHU JbIXaTE€IbHOM HEJOCTATOYHOCTH,
MapaHeoIUIaCTUYeCKue M ayTOMMMYHHbBIE CHHJIPOMBI, JPYTHE€ OCJIOKHEHUS,
YTPOKAIOIIUE KU3HH,

4) pa3BUTHE OCIOXHEHHI Tepamuu, BKIIOYAs MHEJIOTOKCHUYSCKHI arpaHyJolUTo3 C
JMXOPAIKOH, TAXKeNble UH(PY3MOHHBIE PEAKIIMU U IPYTUE OCI0KHEHHUS, yTPOKAIOIIHE
YKU3HU.

Iloka3anus K BbINKUCKe NAIIHEHTA U3 CTALIMOHApA:

1) 3aBepuieHHe 00CIICIOBAHNS;

2) 3aBeplleHHEe Kypca JICUCHUS;

3) mepexoj Ha aMOYJTaTOPHBII ATAIl JICUCHHUS,

4) nocTHKEHHE 0XKUAAEeMOro 3G (eKTa OT JeUCHHS;

5) B ciydasx, KOrja Mo PEIICHUI0 BpaueOHOW KOMHUCCHU TpeObIBaHHE MAlMCHTa B
CTallMOHAape HEe TI0Ka3aHO B CBA3M C OECNEepCHEKTUBHOCTBbIO JIEUEHUS U

HGO6XOI[I/IMOCTBIO OKa3aHMs TOJIBKO IMaJTHaTUBHOM ITOMOIIH.

3aKIro4YcHuEe O I_IeJ'IeCOO6pa3HOCTI/I NnepeBoJia mangueHTa B HpO(I)I/IJ'ILHy}O MCIUIIMHCKYIO
OopraHu3alnrio COCTaBIIACTCA ITOCIIC HpeI[BapI/ITeJ'IBHOI\/JI KOHCYJIbTalMU II0 HPEAO0CTABJICHHBIM
MCIUIUHCKUM  JTOKYMCHTaM H/unu nNpeaBapuTCIIbHOTO OCMOTpa MalWuCHTa BpadaMHu-

crenualIiucTaMy MeJUIIMHCKOMN opraHnu3anuny, B KOTOPYIO INIAaHUPYCTCA IICPCBOI.
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7. JonosHuTeabHast nHpopManus (B TOM 4Yucjie GaKkTopbl, BJUSAIOIINE HA

HUCX0/1 3a00/1eBaHMsI HJIH COCTOSIHMSI)

Jleuenue BKJI B nepnon 6epeMeHHOCTH

[Ipu ycranoBnenuu muarnoza BKJI y OepeMeHHOMN, TakTHKa JICUCHHUS OIPEACIISICTCS
CPOKOM OEpEMEHHOCTHU U BBIPAKEHHOCTHIO CUMIITOMOB 3a00JI€BaHUSI.

B ciyuae 6epemennoctu y manmentku ¢ BKJI 6e3 mokazanuii K HEOTJIOKHOMY JICUCHUIO
(mpu HermyOOKOM IMTONEHUM U HE3HAUMTENBHOM CIUIeHOMeranuu, 0e3 HHOEKIMOHHBIX
MPOsIBIICHUI) BO3MOXXHO HaOnrofeHue. B To ke Bpems KpaiiHEe OMAacHO MacCUBHOE BEJICHUE
MAIUEHTOK C yIIyOJSIFOIICHCs IMTONEHHUEH — HANpOTHUB, HEOOXOJUM OBICTPBIA BHIOOD
aJICKBaTHOW TAKTHKW JICUCHUS JUISI CBEACHUS K MUHHUMYMY OCJIOKHEHHH M PUCKOB TEUCHUS
OepeMEHHOCTH M POJIOB I MaTtepH u pedenka [43].

[Ipy Hanmuuuu KIMHUYECKMX mMoka3aHuil Kk nedennto BKJI Oe3omacHbiM B mepuon
OepeMeHHOCTH SABJsIETCs IPUMEeHeHHe #uHTepdepoHa o (B TOM e pexuMe JO3UPOBAHHUS, UTO U Y
HeOepeMEHHBIX NAI[MEHTOB), IOCKOJIbKY ATOT IIpernapaT He OKa3blBa€T OTPULIATEIBHOIO BIUSHUS
Ha TeYeHUe OEPEMEHHOCTH, poibl, pa3BuThe 1ioaa [44]. [Tpu BeisiBnernn BKJI Ha paHHUX cpokax
OepeMEeHHOCTH BapHAHTOM TePANuU MOXKET OBbITh CIUICHIKTOMHUS C MOCIEIYIOIINM Ha0II0IeHUEM
U 00 OTCPOUKOH JIEYEHHS 10 poJiopas3pelieHus, aubo, mpu HeoOXOIUMOCTH, TPUMEHEHUEM
#untepdepona o. Vcmonp3oBaHHe aHAIOTOB MYPUHOB, #pUTyKcuMadba™**, #Bemypadennda™™ B
nepuoj; OEpeMEeHHOCTH HE PEKOMEHAYETCS, HO MOKET OBITh BBIIIOJIHEHO MO >KU3HEHHBIM
MOKa3aHUsIM (TpenapaThl IPUMEHSIOTCS B TEX K€ peXKHMax JI03UPOBAHUS, UTO U Y HeOEpEeMEHHBIX
nanuertos ¢ BKJI) [43].

Juarno3 BKJI m ero sieueHme B aHamHe3e, B TOM 4HCIIE AHAJIOrAaMHU ITypHUHOB H
H#pUTYKCUMAOOM™ ™, HE SIBJISIIOTCS MPETISITCTBUEM JIJIs1 0EPEMEHHOCTH U POJIOB B IIEPUOJI PEMHUCCHH.

PexoMenayeMblii nepuo] NpeJOXpaHEeHUs OT 3a4aTusl cocTasiseT 6—12 mec.

ConpoBoauTejbHAA Tepanud ¥ JedeHue ocaoxuennii BKJI

1. Oc/i0:)kHeHUsl, CBfI3aHHbIE ¢ BBeJdeHUeM HHTepdepoHa aabda, KIAAPUOUHA,
pUTyKCcHMa0a
Humepghepon o

Bcewm npenaparam uaTepdepoHa o CBONCTBEHHA MUPOTEHHAS peakiysl (TPHUITIONOA00HBIN
CHHJIPOM), CTETICHh BBIPQXKECHHOCTH KOTOPOW MHAMBHUAYAJTbHA U BapbUPYET OT 0€CCUMITTOMHOTO
cyOheOpunuTeTa 10 TeKTUYECKON TUXOPAIKHA C 03HOOOM, OOJISIMU B CycTaBax M Mblmiax. Yare

BCTPCHACTCA YMCPCHHAA IMHUPOICHHAA PCaKNHsA, BBIPAKCHHOCTDH KOTOpOfI B TeuecHHUe 2 HEACIb

34



IIOCTENIEHHO CHMYKAE€TCs JO MUHUMYMA II0 Mepe «IpHUBBIKaHUS». /i1 NMPO(UIAKTUKH JTaHHOTO
ocinoxHenus: tepanuio Mdo npoBoaT ¢ mpemeaukanuei napameramoisoM™* B goze 500 mr
BHYTpb, WIA UHAOMETAIIMHOM, 25 MI BHYTpb, 3a 30 MUH 70 BBEJEHUS Mpenapara, 1 HAUMHAKOT
neuenue ¢ no36l UDa, cocrasisaronieiil—1,5 i ME, moctenenHo 3a 1—2 Heneau NoBeIIIas e
1o «paboueit» mo3b1 3 miH ME.

Kpaiine peako npu tepanuu naTepdepoHoM anbda pazBUBAIOTCS UMMYHOKOMITJICKCHBIH
BaCKyJMT, MHJIYypaTUBHBI MHO3UT, TpeOylooliue OTMEHbl Mpenapara M Tepaluu
IIIOKOKOPTUKOMJIaMH U Tu1a3zMadepesa.

IIpu noBeiIeHUH Ha OHE JeueHus] UHTep(EPOHOM ajlb(a aKTUBHOCTH aMUHOTpaHcdepas
TpeOyroTcst HCKITtoYeHne rematuToB B u C, KOHTPOJIb aKTUBHOCTH aMUHOTpaHC(epas B JHHAMUKE
C BpeMeHHO# oTMeHoi nHTepdhepona anbda npu npesbimeann AJIT u ACT BepxHel rpaHHUIbI
HOpMBI 00Jiee 4yeM B 5 pa3 ¥ MPOBEJCHUEM IeaTOTPOIHOM U 1€3MHTOKCUKALIMOHHOM TepanuH.
Knaopubun

[Ipenapat He TokcuyeH (B npumensiembix npu BKJI no3ax He ob6nanaer kapauo-, renaro-,
He(ppo- U HEMPOTOKCUYHOCTHIO), HE BBI3BIBACT TOIIHOTY U pBOTY. Penkoe ocmoxuHenue (2%
cilydaeB) — HEMH(EKIMOHHAs TUIepTepMus IociIe BBEIEHUS, KOTOpas yalle HabaroaaeTcs npu
CHUHApOME JIM3uca onyxoiu. lIpenapar BeI3pIBa€T MUEIOTOKCHUYECKUN arpaHyJIOLUTO3, OJHAKO
IIPY €ro MPUMEHEHHH MTOCIIE Kypca Tepanuy HHTephepoHOM aibda 3TO OCI0KHEHUE HAOII01aeTCs
mumb B 5% ciayvaeB u jamuTess 2—5 gHedl. B aToMm ciywyae mnpoBOOUTCS cTaHAapTHas
npopmIakTUKa MHPEKIMOHHBIX OCJI0XXHEHHUH, KOJOHHUECTUMYJHMPYIOIIUE POCTOBBIE (HAKTOPHI
0OBIYHO HE MTPUMEHSIOT.

#Pumykcumao™*

[IpenapaT BbI3bIBa€T CTaHJAPTHBIE OCIOXHEHHS, CBSI3aHHBIE CO CKOPOCTBIO BBEACHMS.
[IpyMEHSIOT AHTUTMCTAMMHHYIO TEpPANNI0, HA3HA4YalOT I[JIFOKOKOPTUKOW[BI, YMEHBIIAIOT
CKOpOCTh BBeICHUS #pUTyKCcUMaba™™.

2. HejliTponneHusi 1 HH(EKUNOHHBIE O0CJI0KHEHHUS

Konounectumynupyromue npu BKJI, kak npaBuio, He IPUMEHSIIOT.

WudeknmonHbie ocnoxkHeHus: cBoiicTBeHHbl camoMy BKIJI u cBsi3aHbl ¢ HeWTponeHueH,
MOHOIIMTONIEHUEH. ['uneprepmMust mpu 3ToM 3a00J€BaHUN HE SIBISETCSI CHMIITOMOM OIYXOJIEBOM
uHTOKCHKamu. MHpekuuu ciayxat ocHOBHOM npuunHoi etanbHocTH ipu BKJI, mostomy mro0ast
TUIIEPTEPMHMSI, HE CBSI3aHHAsl C NMHUPOTeHHOW peaknued Ha M ®Pa, nomkHA pacleHUBATHCS KAk
UHQEKIIMOHHOE OCIOKHEHHE M TpeOyeT HeMeJIEHHOW a/leKBaTHOW aHTHOaKTepualbHOW (10
MOKa3aHUAM — MPOTUBOBUPYCHOMN, MPOTUBOTrpUOKOBOM) Tepanuu. Hanbonee yacTto BOZHUKAIOT

3aTsHKHbIE OpOHXUTHI, IHEBMOHUM, HWHQEKUMH MITKUX TKaHed (abcuecc, QuermMoHa,
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MapanpoKTUT), CUHYCUTHI, TOH3WLIUTHI, UHQEKIUS, BbI3BaHHAs BUPYCOM IPOCTOrO reprieca.
Teuenne wHpeknuonHOro mnpomecca npu BKJI oTnudaercss CKIOHHOCTHIO K Te€HEpaTU3alluu
(cericuc) u abcuenupoBannio. Hepenko BcTpedaeTcst COYETaHue C TYOSpKyIe30M.

AnTubakTepuanbHas Tepanus U OpodUIaKTHKAa TpUOKOBONW HH(PEKUUU MPOBOIATCS
COIJIACHO MPHUHSATHIM MPOTOKOJAM Ui JIeYeHUsS HHQEKIMOHHBIX OCIO0KHEHUH B TEPUOJ
arpaHyJIoLMTO3a.
3. I'emopparuveckue 0c/10:KHeHHA

Hecmotps Ha TpoMOOLIMTONIEHUIO, BRIpRXKEHHBIE reMopparuueckue nposisienus Ay BKJI
HexapakTepHbl. OOBIYHO BCTpEYAETCs] YMEPEHHBIH KOXHBIH TeMOpparduyecKuili CHHIPOM,
KyHUPYEMBbIi CHMIITOMATUYECKOW Tepanuen, He TpeOyIoUIUil 3aMEeCTUTEIbHBIX TpaHCQy3ui
TpoMOGoIMTapHOH Macchl. Ilpu riy6okoi Tpombomutonennn (< 20 x 10° /1) ¢ BeIpakeHHBIM
reMOpparu4eckuM CHHIPOMOM WM Ha (QoHe UH(GEKIMOHHOTO Ipolecca HEeoOXOAUMBI
TpaHcy3uu TPOMOOIIUTAPHON MaCCHI.
4. AHeMHYeCKH CHHIPOM

Knmanyeckn KOMIEHCUPOBaHHAsE aHEMHSI ¢ YPOBHEM remoryioonHa > 70 1/1 0ObI9HO He
TpeOyeT 3amecTUTeNbHONW TpaHchy3uOHHOW Tepanuu. [emorpaHCcy3uM MNPOBOIATCS MpU
JEKOMIICHCAIIUM, CBSI3aHHOW C aHeMuel, mpu J0oM YpoBHE remoriobuHa. Heobxoanmo
YTOUHUTH BUJl AaHEMHH, TaK KaK IPUYMHA JAHHOTO OCJIOKHEHHUSI MOXET ObITh He cBsizaHa ¢ BKJI
(wacTo — geguuuT kenesza, BUTaMuHa B12), 1 Ha3HauuTh COOTBETCTBYIONIYIO Tepamnuto. [Ipu
UCKJIIOYEHUHM MHBIX MPUYMH AHEMHH, CTOMKOM CHIDKEHUHM YPOBHS remoriobuHa ao < 50 r/n
TpeOyeTcst Ha3HaueHHe 3PUTPONIO3THHA™* B cTaHaapTHBIX fo3ax: 10 000 ME 3 pa3a B Hezemnto niu
30 000—40 000 ME 1 pa3 B Henento B TeUeHUE 4—8 HEJeIb.
S. HNH}apKT U pa3pbIB ceJIe3eHKH

WHudapkt u pa3pbiB cenezeHKH — penkue ocioxHenus BKJI, necmoTps Ha 3ayactyro
3HAYUTEIbHO BBIPAKEHHYIO CIUIEHOMETanuio. Pa3pblB cene3eHKH (OOBIYHO IMOCEe TPaBMbI) —
MOKa3aHUE K OSKCTPEHHOM cruleHdKTomMuu. Ilpu pa3Butum uHGapkTa CeNe3eHKH BO3MOXKHA
KOHCEpBATHBHAsI TAKTHKA JIEUEHHUS C MPUMEHEHHEeM aHTHOakTepHalibHOM Tepanuu. [loBTopHbIE

I/IH(I)apKTBI CCIIC3CHKHU TAKXXC SABJIAIOTCA IIOKAa3aHHUEM K CIIJICHOKTOMMH.
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KpuTtepumn onieHKH kayecTBa MeIMIMHCKON MOMOIIA

Kpurepuu xavecrpa

Brninosaneno

[TanmenTy ¢ nogo3penuem Ha BKJI unu BersinennsiM BKJI mpu
MEPBUYHOM WM [OBTOPHOM TIPHEME BBIMOJTHEH OOIIHIA
(KIMHUYECKUI) aHaIu3 KPOBHU Pa3BEPHYTHIA C OINpPEACICHUEM
YpOBHEH  reMOIVIOOMHA,  SPUTPOLMUTOB,  TPOMOOIIMTOB,

JIEHKOLIUTOB, TTOICUETOM JICHKOITUTAPHOU (HhOPMYJIBI

na/aer

[TaumenTy ¢ nogo3penrem Ha BKIJI, a Takke npu MCKIIOYEHUHT
peuuauBa BKJI BBINOTHEHO LUTONOTMYECKOE HMCCIIEJOBAHUE
(MyHKUMA) WIM [ATOJOTOAHATOMUYECKOE HCCIEeOBaHHE

OHOICUIHOTrO (OMEPallMOHHOI0) MaTepralia KOCTHOIO MO3ra

na/Her

[Tanuenty ¢ nopo3penunem Ha BKIJI, a Taxxe npu UCKIIOUEHUN
peuuauBa BKJI BeImonmHeHO wucciieqoBaHue OMOIOTHYECKOTO
MaTCpHraia KpOBHU HJIM KOCTHOI'O MO3ra METOA0M HpOTO‘IHOﬁ

UTO(GIyOpUMETPUU

na/aer

[Tannenty npu ycranoBke nuarnosa BKJI, a taxxke npu oneHke
(G (HEKTUBHOCTH Tepanuu WK UCKIodeHuu peuuauBa BKII
BoinoiaHeHa KT wim ynsTpa3ByKOBOE HCCIIEIOBAaHUE OPraHOB

OPIOIIHOM MOJIOCTH

na/aer

[Taniuenty ¢ BepudunmpoBanusiM BKJI ¢ Hanmnumem nokazanuit

K JICUCHHUIO HA4aToO CHCI_II/I(I)I/I‘ICCKOC JICYCHUC

na/aer
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Ipunoxenue Al. CocraB padoyeil rpynnsl 1o pa3padoTke U NepecMoTpy

KJIMHUYECKUX PeKOMEeH Al

1. Auab-Pagu JIro6oBb CaTTapoBHa, K.M.H., cTapiuil HayuHbli corpyaHuk ®I'bY « HMUL]

remartoyorum» Munzapasa Poccun, uien HaroHaibHOTo reMaToJI0rHuecKoro o0necTna

2. baiikoB Baaum BajeHTMHOBMY, .M.H., Bpad-remaToJior, mpodeccop Kadeapsl

MaTOJIOTHYECKON aHATOMHHM, 3aBeAyroNIui sabdoparopueit mnatomopdonorun HUU

JIETCKON OHKOJIOTHH, T€MaTOJIOTUH U TpaHcIutantojoruu uMm. P.M. I'opbaueBoit T BOY

BO «llepBoiit CII6IMY wum. akax. W.I1. [TaBnoBa», unen mpesuamyma Poccuiickoro

O6H_I€CTBa IaToJIOroaHaToMoB, YJICH Poccuiickoro HpO(beCCI/IOHaJ'IBHOFO O6I.H€CTB3

OHKOI'€MaTOoJIOIOB

3. KoBpuruna Anna MuxaiijioBHa, 1.M.H., Bpad-maromopdosor, mpodeccop kadenps

[MaTOJIOTrMICCKOM aHaTOMHH, LHUTOJOTHUHU H MOJIGKyJ'ISIpHOfI I1aToJIOIrun I/IHCTI/ITYTa

noBeiieHuss  kBanudukanuun DOMBA PO, 3aBenyromias MaToI0roaHaTOMUYECKHUM

orneneHueM OI'BY «l'emaronormyeckuil HayuHbll LEeHTp» MuHn3apaBa Poccuu, wieH

npe3unuyma Poccuiickoro o61iecTBa 1marojioroaHaToMoB, YJieH npaiieHus Poccuiickoro

poQEeCCHOHAIBHOTO obmrecTBa OHKOT'€MaToJIOTOB, YJIeH Hanunonansuoro

IréMaToOJ0Irn4€CKoro 06H_[eCTBa

4. Kpusojanos IOpuii AjekcaHapoBu4, A.M.H., mpodeccop, Bpau-IaToIOr0aHaTOM,

3aBeyIOUINI OTAEJIeHUEM KIMHUYECKONH MojeKynsapHoi Mopgonorun OI'BOY BO

«C3I'MY um. .M. MeunukoBa» MunzapaBa Poccuu, unen npesuamyma Poccuiickoro

O6H_ICCTBa maToJIoroaHaToMoB

5. MouceeBa TaTbsina HuxkosnaeBHa, K.M.H., Bpay-remMartoJior, 3aBcAyromas OTACJICHUCM

XUMHOTEpanuy TIeMaToJIOTUYeCKUuX 3a0ojeBaHuil ¢ AHEBHBbIM cranuoHapom @OI'BY

«l'emaronornyecknii HayyHbIii UeHTp» MunsgpaBa Poccum, wien HanunonameHOrO

IréMaToJI0TU4YCCKOIo 06H.[CCTB3.

6. Huxkutun EBrenuii AnexkcanapoBuy, 1.M.H., Ipodeccop, Bpau-reMaronor, mpodeccop

kadenpsl remaronoruu u TpaHcdysuonsorun DPI'BOY JIIIO PMAHIIO Munsnpasa

Poccun, 3aBemyrommii  JHEBHBIM  CTAllMOHAPOM  T'€MATOJOTHHM, OHKOJOTHH

XUMHOTEpanuu ropoackoro remaronorudeckoro nerrpa 'bY3 r. Mockssl «I'Kb um. C.I1.

borkuna HCH&pTaMeHTa 3ApPaBOOXPAHCHUA T. MOCKBBI», 4jieH IMpaBJICHUA Poccuiickoro

poQeCCHOHAIBHOTO obmecTBa OHKOT€MAaTOJIOTOB, YJICH HanmonansHoro

TEMAaTOJIOTUYECKOTO OOIIeCTBA
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7. IlmBHuk Anekcannp BacumbeBud, 1.M.H.,, mnpodeccop, PpyKOBOIUTEIh OTHAETa
OHKOT'€MaTOJIOTHH ¥ BTOPUYHBIX UMMYyHOAePHUUUTHBIX 3a0oieBanuu I'BY3 r. MockBbI
«MKHII um. A.C. JlorunoBa J[lemaprameHTta 3ApaBoOXpaHeHUs TI'. MOCKBBI», UJIeH
EBponeiickoii acconmanuu reMaTojaoroB

8. Cragnnk Enena AJjiekcaHApOBHA, K.M.H., Bpau-TeéMaroJIor, [OLEHT Kadeapsl
dakynprerckoii Tepanun PI'BOY BO «llepeeiii CIIOGIMY um. akan. W.II1. IlaBnoBay,
crapumii Hayunblii cotpynHuk HUJI onkxoremartonoruu ®I'BY «C3OMULl um. B.A.
AnmazoBay MunsapaBa Poccum, unen Poccuiickoro mpodeccruoHalbHOrO 001IecTBa

OHKOI'€MAaTOJIOT'OB

9. HeBoabckux AJiekceii AjlekceeBHY, J.M.H., 3aMECTUTENIb JUPEKTOPA IO JICYCOHOM
pabore MPHL um. A.®. Llpi6a — punnana ®I'BY «HMMUL] pagnomorun» MuH3apasa

Poccun

10. UBanoB Cepreii AnarouabeBud, npodeccop PAH, n.m.H., nupekrop MPHII um. A.O.
[{p16a — pumnaa ®PI'BY «HMUL] paguonorum» Mun3apasa Poccun

11. XaiinoBa ’Kanna BraamMupoBHa, K.M.H., 3aMECTUTENb TUPEKTOPA IO OPTraHU3AI[MOHHO-
metoaudeckoi pabore MPHII um. A.®. [{pi6a — ¢punmnana ®I'bY «HMUL] pannonorum»

Munzapasa Poccumn
12. T'eBopksin Turpan I'aruxkoBu4, 3amectutens aupektopa HUM KOP ®I'BY «HMUIL

onkosnoruu uM. H.H. bnoxuna» Munznpasa Poccun

KondaukT naTEpECOB — OTCYTCTBYET.
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Ipunoxenue A2. MeTomx010rusi pa3spadoTKu KINHHUYECKHUX PEKOMEHIANH
HeJsieBasi ayiuTOPUS JAHHBIX KIMHUYECKUX PEKOMEH AU :
- Bpaun-reMaToJioru,

—  BpPa4YU-OHKOJIOI'U.

MeTtoaoJiorusi cOopa 10Ka3aTeibCTB
MeTo/1b1, UCTIONIE30BAHHBIC IS COOpa/CENEeKINH IOKA3aTeIbCTB:

ITouck Hy6n1/n<au1/1ﬁ B CIICHHUAIIM3UPOBAHHBIX NCPUOANYCCKUX TMCUATHBIX U3aAHUAX.

ITouck B 3/1eKTPOHHBIX 6a3aX JTAHHBIX
ba3bl TaHHBIX, UCTIOIB30BAaHHBIX U1 COOpa/CeNIeKLINN 10Ka3aTeNbCTB:
— JI0Ka3aTesbHOM 0a30i Uil peKOMEHJalUWi SBISAIOTCS MyOJUKalWu, BOILEAIINE B 0a3bl
nanabix PubMed u Medline. I'ny6una moucka cocrasisiia 30 Jjier.
MeTo/1b1, UCIIOJIb30BaHHBIE I aHAIN3a J10Ka3aTeIbCTB!
. 0030pbI OIy0JIMKOBaHHBIX METAaHAIU30B;
. cucTeMaTHyeckue 0030pbl ¢ TaOIUIIAMU J10Ka3aTENIbCTB.
MeTo/1b1, NCIIOJIB30BAHHBIE JUIsl KAUE€CTBA U CHJIbI I0KA3aTENbCTB:
. KOHCEHCYC IKCIIEPTOB;
. OLICHKa 3HAYMMOCTH [JOKa3aTEJIbCTB B COOTBETCTBUU C PEUTHHIOBOH CXEMOMU

JI0OKa3aTeNbCTB (Ta0a. A1-A4).

Tadauuma Al. Illkana oneHku ypoBHEH MOCTOBEpHOCTH nokazaTenbcTB (Y1) ansa metonos

JUAarHOCTUKHU (I[I/IaFHOCTI/IT-IGCKI/IX BMGHIaTeJ'II)CTB)

YA Pacmugposka

1 CucremaTnueckre 0030pbl UCCIEOBAHUM ¢ KOHTPOJIEM pe(epeHCHBIM METOJIOM HITU
CUCTEeMAaTUYeCKUi 0030p paHAOMHU3MPOBAHHBIX KIMHUYECKUX HCCIEAOBaHUN C

NMPUMCHCHUCM MCTaaHaJIn3a

2 OT,Z[CJIBHBIC HCCJIICAOBaHUA C KOHTPOJICM pe(bepeHCHLIM METOAOM HJIINM OTACIIBHBIC

PAaHAOMHU3UPOBAHHBIC KIIMHUYCCKUE MCCICAOBAHHUA W CHUCTEMATHYCCKHUC O630pBI
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UCCIIeIOBaHU  000ro  AM3aifHa, 3a  HCKIIOYCHHEM  PaHJIOMH3HPOBAHHBIX
KJIMHUYECKUX MCCIICOBAaHUM, C IPUMEHEHUEM METaaHaIN3a

3 HccnenoBanust 0Ge3 IOCIENOBATEIBHOIO KOHTPOJIA PEe(HEPEeHCHBIM METOAOM WIIU
UCCIIeIOBaHUsI € pPe(EepeHCHbIM METOA0M, HE SBISIOLMMCS HE3aBUCUMBIM OT
HCCIIEAYEMOI0 METOJIa MJIM HEPAHIOMU3UPOBAHHBIE CPABHUTEIILHBIC UCCIICIOBAHMS, B
TOM YHCJIE KOTOPTHBIE UCCIIEIOBAHUS

4 HecpaBHuTenpHbIe HCCIEI0BaHMS, ONIMCAHUE KIIMHUYECKOTO CIIydasi

5 Nwmeercs nmuibs 000CHOBaHHE MEXaHU3Ma JICHCTBHSI UM MHEHHE YKCIIEPTOB

Ta6auma A2. Illkana oneHku ypoBHEW aocToBepHOcTH nokaszarenbcTB (Y /) ans meromos

PO UITAKTUKH, JISUCHUS U peadbmnuTanuu (MpoPUIaKTHIECKHX, JIeUeOHbIX, peaOMINTaIIMOHHBIX

BMEUIATEIbCTB)
YA Pacumiugposka
1 | Cucrematnueckuii 0030p paHIOMHU3MPOBAHHBIX KIMHUYECKUX HCCIEIOBaHUH ¢

MMPUMCHCHUCM MCTaaHAIIN3a

2 | OTnenbHBIE pPaHIOMH3HPOBAHHBIC KIMHHYECKHE HCCIIECOBAHUS W CHCTEMATHYECKHE
0030pbl HMccae0BaHUN J1000r0 JAM3aiiHa, 3a MCKIIOYEHMEM paHIOMU3MPOBAHHBIX
KJIIMHUYECKHUX UCCIIEJOBAaHUN C IPUMEHEHNEM METaaHaAIn3a

3 | HepanmoMu3upoBaHHbIE CPAaBHUTENBHBIE HCCIIEAOBAHMUS, B TOM 4YHCIE KOTOPTHBIC
UCCIIEI0BaHMUS

4 | HecpaBHUTENbHBIE HCCIIEIOBAHNUS, ONIMCAHUE KIMHIUUECKOTO CIIydasi HJIM CEPUU CITy4yaeB,
MCCIIEIOBAHMSI «CITy4ali—KOHTPOJIb)

5 | Umeercs nuimb 0OOCHOBAaHME MEXaHM3Ma JIEUCTBUS BMEIIATENbCTBA (JOKIMHUYECKUE

I/ICCJ'IeI[OBaHI/ISI) NI MHCHUE SKCIICPTOB
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Tadoauna A3. Illkana oneHku ypoBHel yOemutenbHOCTH pekomeHmanui (YVYP) nns metomnos
npopWIaKTUKK,  JUATHOCTHKH,  JIeYeHHs ©  peabunutauuu  (IpOoQHIAKTHYECKUX,

JUarHoCTHYCCKHX, HG‘-IG6HBIX, pea6I/IJII/ITaLII/IOHHBIX BMCIHaTeJILCTB)

YYP Pacmiugposka

A CunbHas pekoMeHpanus (Bce paccMaTpuBaeMble KpUTEpuu 3PPEKTHBHOCTU
(ucxopl) SBISIOTCS BAXHBIMM, BCE HCCIEIOBAHHUA HMMEIOT BBICOKOE WIIH
YIOBICTBOPUTEIBHOE  METOJOJIOTUYECKOE  KayecTBO, HX  BBIBOJABI IO

HHTCPCCYIOUIUM UCXOJaM ABJIAIOTCA COFHaCOBaHHBIMI/I)

B YcioBHas pekoMeHanus (He BCe paccMaTpuBaeMble KpUuTepun 3 (HEeKTUBHOCTH
(MCcXompl) SIBIISIOTCS BAXXKHBIMH, HE BCE HCCIEIOBAHUS HWMEIOT BBICOKOE WIIH
yJIOBJICTBOPUTEIBHOE METO/IOJIOTHYECKOE KAueCTBO W/MIM HMX BBIBOIBI IO

HHTCPCCYIOMIUM UCXOJaM HEC SBJISIOTCA COFJ'IaCOBaHHLIMI/I)

C Cnabas pexomeHaaus (OTCyTCTBUE JOKA3aTEIbCTB HAJJICKAIIET0 KauecTBa (BCe
paccMaTpuBaeMble KpUTEPUH dPPEKTUBHOCTH (MCXO/IbI) SIBISIOTCS HEBaXKHBIMHU,
BCE MCCIICIOBAHUS UMCIOT HU3KOE METOJI0JIOTMUECKOE KaYeCTBO U MX BBIBOJIBI IO

HHTCPCCYIOMIUM HCXOJaM HEC SBJIAIOTCA COFJ'IaCOBaHHLIMI/I)

Iopsiiok 00HOBJIEHHNS KIMHUYECKHX PEeKOMEH/Ialuii.

MexaHu3m OOHOBJICHHUS KIMHHUYCCKUX peKOMCHI[aI_II/Iﬁ npeaycMarpuBacT ux
CUCTCMATUYCCKYIO aKTyaJIn3aluio — HC PEIKEC YEM 1 pa3 B 3 roaa, a Takxe 1mpu MnmosBJICHUN HOBBIX
JaHHBIX C IIO3UIIMH JIOKa3aTeJIbHOM MEOUIIMHBI 110 BompocaM AJHUAarHoCTUKH, JICUCHUA,
HpO(i)I/IJ'IaKTI/IKI/I u pea6I/IJ'II/ITaI_[I/II/I KOHKPCTHBIX 3a6OHeBaHHﬁ, HaIUMYud 00OCHOBAHHBIX
I[OHOJ'IHCHI/II\/'I/?»aMe‘IaHI/II\/'I K paHCC YTBCPKIACHHBIM Kauanmgyeckum PCKOMCHAAMAM, HO HC Yalle 1

pasa B 6 mec.
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Ipunoxenue A3. CipaBouHble MATEPHAJIbI, BKJIKOYAasi COOTBETCTBHUE
NMOKA3aHUH K NPUMEHEHHUIO U MPOTHBONOKA3aHU, CI0CO00B NPUMEHEHUSs U
103 JIEKAPCTBEHHBIX MPENAapaToOB HHCTPYKUMH M0 NMPUMEHEHUI0

JIEKApPCTBEHHOT0 Mpenapara

Cnpasounsie mamepuaivl OMcymcmeayom.
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IIpunoxenue b. Anropurmsl JeiicTBUIl Bpadya

Her
Habniopexue

MaumeHT ¢ BONOCATOKNETONHBIM
NenKo3om

Heobxoaumo nevexue

KoHtpons 1 paa 8 1-3-6 mec.

Y

WuTephepor anvtha 3 MnH E[ X 3
pa3a B Heflento X 3-4 Mec.

Her

Y

EcTb HeitTponeHua <1,5 x 10(9)/n
WK MHGEeKUMn?

> Knagpubu

KynupoBaxue HeiTponeHuu?

CnneHakToMUA

[ocTurHyTa peMuccua’?

48

[lOCTUrHyTa PEMUCCHA?

KnapnpubuH + putykcumad
WK

BemypacheHud
“nu
BeHnamycTuH + putykcumad
“nu

WHTepdepor-ansia




Ipuioxenue B. Uudopmanus 1/ NaUMEHTOB

BonocarokneTouHbli 1€MKO3 OTHOCUTCS K XPOHHUYECKUM 3a00JI€BaHUSAM. JTO O3HAYAET, YTO
Ha CETOJHSIIHUN JIeHb HM3JICYMBAIOIIMX METOJUK JUII 3TOW Ooyie3HM He HaiineHo. OgHako B
nedenun BKJI 1oCcTUTHYT OrpOMHBII ITporpecc — moaoopaHa Takas KOMOMHAIINS JICKapPCTBEHHBIX
IpenapaToB, KOTopas mo3BoJisieT 0osiee ueM y 95 % naiueHToB J0CTHYb peMUCCHH 3a00JIeBaHNUs,
yaie JJIMTEIbHOM, BO BpeMs KOTOpOH jedeHue He TpeOyeTcss M 0O0Je3Hb HHUKAK HE MelIaeT

HOPMAaJIbHOW JKU3HU.

OnacHOCTh ISl JKU3HH MOXKET MPEICTaBIATh TOJBKO HH(EKIUS B MEPHOJ CHIBHOTO
CHIDKEHHSI YPOBHSI JICMKOIUTOB. BOT modeMy BakHO B TIEpPHOJ| JICYCHHUS COOIIOIATh BCE
PEKOMEHIalluM Bpaya W HEMEJICHHO COOO0IIaTh 00 OTKJIOHEHHUSX B COCTOSHHHM, OCOOEHHO O
MOBBIIIICHUH TeMITepaTypbl Tenma. Korma jedeHne ycrenHo 3aBepiieHo, BaKHO OCTaBaThCS IO
HaOJIF0ICHUEM TeMaTOJIOTa, PETYJISIPHO MPOBOAMTH aHAIN3 KPOBH U OLICHUBATH Pa3Mep CEIC3CHKH.
DT0 JaeT BO3MOXKHOCTh BOBpEMSI YBUIETh Hayallo peluauBa 00Je3HH, emie JO CUMITOMOB, U
MIPOBECTH KOPOTKUM KypC JIEYEHUsI, YTOOBI CHOBA BBECTU 00JIE3Hb B COCTOsSIHUE pemuccuu. [lpu
HEOOXOUMOCTH Bpau MPEUIOKHUT JIOMOIHUTEIbHBIE CPEICTBA JICUEHUs (HAIpUMep, yJaJleHue

CEJIC3CHKH ).

[Taruent B pemuccun BKJI MmoxxeT BecTr 0OBIYHBIN 00pa3 KU3HU — 3aHUMATHCS CIIOPTOM,

paboTaTh H JIp.
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Ipuaoxkenue I'l. llIkana onenku oduiero cocrosinusa namuenra ECOG

Knunuueckast onenka o6mero cocrosHus mnamnuenta ¢ BKJlI mpoBogutcs mo 1mikare,
paspaboranHoii BocTouHoli oObenuHeHHOW OHKoJiormueckoi rpynmoi (Eastern Cooperative

Oncology Group) [45]
Opurunansaoe Ha3zBanue: The ECOG Scale of Performance Status

Hcrounuk: Oken M.M. et al. Toxicity and response criteria of the Eastern Cooperative Oncology
Group // Am. J. Clin. Oncol. 1982. Vol. 5, Ne 6. P. 64965 [45]

Twu: nikasna oLeHKU
Hasunauenne: kiIMHUYECKas OLIEHKA OOIIEr0 COCTOSHIS HMarlueHTa

CogepxaHue U UHTEPIIPETALINS:

Crartyc (0anab1) | Onucanue o01Iero COCTOSIHUA MALMEHTA

0 ITarueHT MOJHOCTHIO AKTUBEH, CIIOCOOEH BBIMOJIHSITEL BCE, KAK U J10
3a00J1eBaHU
1 [TarnrieHT HeCTTOCOOCH BBIMOJIHATH TSXKEIYE0, HO MOYKET BBITIOIHSTh

JIETKYIO WJIU CHJISTYYIO padoTy (Hampumep, JETKYI0 JOMAaITHIOK WIH

KaHIIEJISIPCKYIO paboTy)

2 [TarueHT neuntcs aMOyIaTOpHO, CIOCOOEH K caMOOOCITy )KMBaHHIO, HO HE
MOJKET BBIMONHATH paboTy. bonee 50% BpeMeHU MPOBOJIUT aKTUBHO — B

BCPTUKAJIbHOM ITOJIOKCHHWH.

3 [TanueHT ciocoOeH UMb K OTPAaHUYEHHOMY CaMOOOCTYKUBaHUIO,

MMPOBOAUT B KPECCJIC UJIU ITOCTCIIN ooiree 50% BPEMCHU 60,HpCTBOBaHI/I$I

4 I/IHBaJ'II/II[, COBCPUICHHO HC CIIOCOOCH K CaMOO6CJ'Iy')KI/IBaHI/IIO, IIPUKOBAH K

Kpecily WIH NOCTeNn

5 CmepTh

Ouenka 3(p(peKTUBHOCTH JIeYeHHSI BOJIOCATOKJIETOYHOI0 JIeHKO03a
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D¢deKkT OoT NeueHUs MPOSBIAETCS MOCTENICHHO, MO MEpe YMEHbIIECHUsS JTUM(OUTHOMN
UHOQUIBTPAMN B KOCTHOM MO3T€ M CEJIE3CHKE M MapauleJIbHOI0 BOCCTAHOBIICHUS 3JEMEHTOB
HOPMAaJIbHOTO KPOBETBOPEHHUS, MOATOMY CYAHMTH 00 3((EKTUBHOCTH TEparuu HEOOXOAMMO IO
JTMHAMUKE JIA0OPAaTOPHBIX MOKa3aTelNel U pa3Mepa CeJe3eHKH B TEYCHUE JUTUTEIILHOTO TIeproia

BpPEMEHH.

Tax, onierka 3¢ (HeKTHBHOCTH TPUMEHEHHS HHTEp(EpOHa 0L IPOBOIUTCS HE PAHEE YeM uepe3
8 Henl. moclie HaJyalia ero ucrnoiab3oBanus. [Ipu aToM Ha QoHe npumeHeHus nHTEpdepoHa o ere
JI0 YMEHBIICHUs JTUM(OIMTO3a YBEIHUYUBAIOTCS YUCIO TPOMOOIIUTOB U YPOBEHb T'€MOIJIOOHHA,
YMEHBIIIAETCS pa3Mep CEJIC3CHKH 3a CUeT CHIDKEHHS CTEIeHU MH(OWIBTPAIMU KOCTHOTO MO3ra |
CCJIC3CHKHU OIyXoJieBbIMU JiMdonuTamu. Tepamusi cuutaercs 3(Q(OEKTHBHOW TPH HAIWMYUU
MOJIOKUTEITHPHON TMHAMHUKHU 10 BCEM MJIM HECKOJIbKMM TapaMeTpaM (YMEHBIIICHHE IUTOTICHHH,
auMQOIUTO3a W MOHOIIMTOIICHWH, YMCHBIICHHE pa3Mepa Cele3¢HKH U BUCICPAIBHOM
muMpanenonatun). [lpu cHwkeHUM JTUMdoOIMTO3a B KpoBH npuMepHOo 10 50 % mpumeHeHue

UHTEp(EpOHa 0 3aBEPILAIOT U IPOBOAAT KYPC XUMUOTEPAIIUU KI1aIpUOUHOM.

Ha ¢one xypca nedeHus KIagpuOMHOM OTMEYAIOTCS 3aKOHOMEpHas JUMQOICHUS U
OJIHOBPEMEHHO MPHUPOCT TPOMOOLMTOB U YPOBHS TeMmorioOuHa. B TedueHue mepBoro mecsia
OTMEYaeTcsl yBelu4YeHHe (OPMEHHBIX AJIEMEHTOB KpPOBH, OJHAKO IOJHOE BOCCTAHOBIICHHE

TreMOorpaMMbl MOXKET HOTp€6OBaTI> HECKOJIbKHUX MECAICB, IOOTOMY IIPU HAJIMYUU MMOJ0KUTEITbHON

AUHaAMUKHU IoKa3aTelei KpPOBH ITOJTHOTA KOCTHOMO3TOBOM PEMUCCHUU OLICHUBACTCA HC pPAaHEC YEM

qepe3 6-12 mec. rociae OKOHYAHMS XUMHUOTEpaAInu.

bonpmmHCTBOM  HCcliegoBaTeIeH NPUHATBL CICAYHOINIUEC KPUTCPUU PEMHUCCHUU U

MHHUMAJIbHOI ocTaTouHOM Oone3nu [5,12]:
Kpurtepun noJiHoil peMuccuu:

® OTCYTCTBME LUTONEHHMU: YPOBHM remorioouna >120 r/a, meditpoduiaos >1,5 x
10%/1, TpomborToB >100 x 10%11;

® OTCYTCTBME OpPraHOMETAJIMM: HOpMAJIM3alMsl pa3Mepa CEIEe3€HKU, BUCLEPATbHBIX
JIV;

® OTCYTCTBHE «BOPCHHYATHIX» JTUMQOIUTOB B nepudepuueckoin kposu u <1 % B

KOCTHOM MO3rI€.

HCKOTOpBIe HCCICA0BATCIIN BBIACIAOT HOJIHYIO PEMHUCCHUIO C pE3UIYAITLHON 00JE3HBIO npu

Hanmuuuu 1-5 % «BopcuHYATHIX» TUM(OIUTOB B KOCTHOM MO3TE.
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Kpurepun yacTu4HO# peMHCCHH:

® OTCYTCTBHE IUTONCHHMU: YpOBHM remorinoduna >120 r/n, meiitpodumo >1,5 X
10%1, TpomGorToB >100 x 10%/11;

® YMEHBIICHHE OPTraHOMETAINN U MHPHIBTPALIMH KOCTHOTO Mo3ra 0osee yem Ha 50
%;

® OTCYTCTBHE «BOPCHHYATHIX» JTUMQOLUTOB B MEepH(PEpUIECKOi KpoBH, HO >5 % B

KOCTHOM MO3re€.

YaydiieHueM CYUTAeTCsl HOpMaIM3aIlKsl OJHOTO U3 IMapaMeTpoB 0e3 yXyAIIeHUs APYTUX.
JInutenpHOlM cuntaercs pemuccust BKJI 6onee 5 ner.

Pe3ucTeHTHOCTD (peppaKTepHOCTD)

[Tockonbky npu BKJI apdexTuBHOCTD TEpanuu OlIEHUBACTCS B AMHAMUKE HAa MPOTSHKCHUH
HECKOJIbKUX HEJENb JICYCHUS, CYJUTh O PE3UCTEHTHOCTH K MHTep(Pepony-[1** M0oKHO HE paHee
YyeM uepe3 2 MecC. HeMpPEephIBHOM Teparuu, a 0 Pe3UCTEHTHOCTH K TEpanuu KJIaJpuOUHOM — HE
panee yem 4epe3 1 Mec. mocie mpoBeaeHus Kypca (IIpH yCIOBUU MCUE3HOBEHUS «BOPCUHYATHIX

TUM(OIUTOB U3 KPOBU HA (DOHE JICUCHHUS).
KpuTtepuu pe3ucTeHTHOCTH K Tepanuu:

¢ ypoBeHb remorsioouna <120 r/1, konuyecTBo HeHTpopuIoB <1,5 x 10%,
KonmuecTBo TpomoormTos <100 x 10%m;

® B KPOBH >5 % «BOJIOCATBIX KIIETOKY;

® YMEHBIICHHE YUCIIa «BOJOCATHIX KJIETOK» B KOCTHOM Mo3re MeHee ueM Ha 50 %o;

¢ yMEHBIICHHE pa3Mepa ceie3eHkn MeHee yeM Ha 50 % wim HapacTaHue pazMepa

CEJIE3EHKHU, MOSBJIEHUE BUCIEpATbHON TUM(aeHONaTUH, HECMOTPSI Ha JIEUEHUE.
Kpurtepun peunausa:

e HaJMYHUe KJIOHA NOMyJsauu JuMdorutoB ¢ Mapkepamu BKJI B kpoBu ninu
KOCTHOM MO3T€;

¢ HapaCTaHHC pa3Mcpa CCIC3CHKU, OGYCHOBJICHHOC JIEIKO3HBIM IMMOpaAKCHUECM.
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