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CHucok coKpalneHuu

ECOG — mikana onpezeneHus cratyca naiydeHTa
TRAP — raprparycroiiuuBas kucnas pocdarasza
BKIJI — Bos10CaToOKIIETOUHBIN JIEHKO3

BO3 — BcemupHas opranuzainus 31paBoOXpaHEHUs
NI'X — *MMYHOTHUCTOXUMUYECKOE UCCIIEOBAHNE
KT — xommerotepHas Tomorpadust

JIYV — numdarnueckuit y3en

Mytanus BRAFV600E — rerepo3urotHas mytauus reHa BRAF, npuBojsilas K aMUHOKUCIOTHOM
3ameHe VOOOE

** _ JKM3HEHHO HEOOXOAMMBIC U Ba)KHEUIIIE JIEKApCTBEHHBIC TIPemapaThl

# - npcerapar, HpHMGHHI-OH.[HfICH HC B COOTBCTCTBHH C IIOKA3aHHUAMH K IIPUMCHCHUIO U
MIPOTHUBOIIOKAa3aHUAMU, criocodoaMu NPUMCHCHHA W 1O03aMH, COACPKAIMMMHUCA B HWHCTPYKOHUHU II0

IPUMEHEHHIO JIEKapCTBEHHOTO Tpenapara (odd-neiio)



TepMuHBI U onIpeaeICHUS

NmmyHopeHoTUIHPOBaHHE (METOAOM MPOTOYHON IIUTOMETPUM) — OTNpeesieHne (PEeHOTHUIIA KIETOK
myTeMm BblsiBlieHUs1 Ha HUX CD-mapkepoB (kiactepoB qudpepeHurnpoBKr) B KUIAKOM 00pasie (KpoBb)

WJTU CYCTICH3HMH KJIETOK (KOCTHBIN MO3T, OMOJIOTHYECKUE KUIKOCTH).

NMMyHOrucToXuMH4YecKoe MCCIe0BaHUe — UCCIe0oBaHue (PeHOTHUNa KIIETOK MyTeM OIpeIesICHHs
CD-mapkepoB Ha TBepAbIX oOpasmax (mapaduHOBBIX Onokax) OWonTara KOCTHOTO MO3ra WU
CEJIC3EHKH.

HNurepdepon a — unrepdepon anbda-2a** nnu unrepdepon anbda-2b**

Onpenenenne myraunu BRAFV600E — monekynsipHOe HCCienOBaHWE, BBISABIAIONICE HanOolee

yacTblid BapuanT BRAF-myTanmii ¢ 3ameHoi BanuHa Ha iyTaMuH B kogoHe 600.
CJ1IeH3KTOMUS — YJIaJIeHHUE CEeNEe3eHKH (JIanapOCKOMMYECKU WK B XO/I€ MOJIOCTHON ONepaium).

TpenanoOuoncusi — mpoleaypa MojaydeHus oOpasila KOCTHOTO MO3ra TPENaHallMOHHOW HWIJION H3
rpeOHs MOJIB3/I0ITHONM KOCTH Ta3a.

H)’HKHI/IH KOCTHOI'0O MO3ra — rnpoucaypa nojay4cHu: 06pa3ua KOCTHOI'O MO3ra crernyajabHOM UIJION U3

TPYAUHBI WU TPEOHS MOAB3IOIIHON KOCTH.



1. Kparkast ungopmanus

1.1. Onpenesienne 3a00/1eBaHUs UM COCTOSTHUS (TPyNnbl 3a00/1eBaHUNA WJIH
COCTOSIHMH)

Bonocaroknerounsiii neiko3 (BKJI) — penkoe xponnueckoe B-kimetounoe mumdonponudeparuBHOE
3a0oJieBaHue, B OOJBIIMHCTBE CIy4yaeB IMOpakarollee KOCTHBIM MO3T U cene3eHKy. Ero cybcTtpatom
ABIIAIOTCS JTUM(OUTHBIE KIETKH C XapakTepHOW Mopdonorueil (KpymHble pasMepbl, OKpYyIIioe sapo,
BBIPOCTHI-CBOJIOCKM» ITUTOIJIA3MbI, OT KOTOPBIX MPOHM3OILIO Ha3BaHWE 3a00JieBaHUsA) U OCOOBIM
denorumnom [1,2].

1.2. Trosorus u narorexHes 3a00/1eBaHUs UJIM COCTOSIHUSA (TPYyNIIbI
3200J1eBAHUN WM COCTOSTHUI)

Otuonorus BKJI, kak u mpounx Ielko30B, HEM3BeCTHA. B marorene3e 3a0ojieBaHUS BAXKHYIO POJb
urpaet aktuBupytomas mytaius VO0OOE rena BRAF [3].

1.3. dnuaeMuo0rust 3200/1eBaHUs UM COCTOSIHUSA (TPyNIbI 3a00/1eBAHUN HJIU
COCTOSIHMH)

BonocarokneTouHslii J1€MK03 COCTABIAET NPUMEPHO 2 % OT BCEX JIEUKO30B B3pOCIBIX U 8 % OT Ipyrux
XPOHUYECKUX JUMPONpon(epaTuBHbIX 3a001€BaHUI. DTOT BUJ JIEMKO3a Yallle BCEro BCTPEYaeTCs
Cpe MY>XYUH CpEeIHEN BO3PACTHOW I'PYMNIbI (COOTHOIIEHHE MYKYMH U KEHIIUH cocTaBnseT 2—4:1,
BO3pacT maiueHToB — Oosiee 50 yieT), oMHAKO U3BECTHBI Cydan 3ab0neBaHus B MoiogoM (Monoxke 30—
40 net) Bo3pacrte [4].

1.4. Oco0eHHOCTH KOAUPOBAHUA 3200/ 1€ BAHUA UM COCTOSAHUSA (TPYyNIIbI
3a00/1eBaHM i WJIH COCTOSIHIT) 10 MEKAYHAPOAHON CTATHCTHYECKOH
kjaaccupukannm 00Jie3Hell U nMpodJieM, CBA3aHHBIX CO 310POBbEeM

C91.4 BonocaroKJI€TOYHBII JIEUKO3

1.5. Knaccudgurkanus 3a00/1eBaHUA WM COCTOAHUSA (TPyNnbl 3200/1eBAaHUNA WIH
COCTOSTHU M)

Ob6menpunsroit kmaccupukanuu BKJI He cymectByer, OOBIYHO BBIACHSIOT HAYaJIbHYIO U

pa3BepHyTYI0 (ha3bl BIEPBBIC BBISIBICHHOTO 3a00J7€BaHUS, PEMHUCCHIO (MOJHYIO WJIM YaCTUYHYIO),



penuauB (paHHHUK WUTH TTO3IHHH ), pE3UCTEHTHOE TeUCHUE 3a00ICBaHMUS.

1.6. KnuHuveckasi kapTuHa 3a00/1eBAaHUS UM COCTOSIHUS (TPYIIIbI
3200J1eBAHUN WM COCTOSTHUI)

Knunnueckune nposieienuss BKJI MoryT BapsupoBaTh OT MUHMMAJIBHBIX HJIM BOOOIIE TOTHOCTHIO
OTCYTCTBOBaTh (Torga 3abosieBaHUE SBISETCS CIIy4ailHOM HaXOIKOM mpu 0OCIeAOBaHUM) 10
BBIPAYKEHHBIX CUMIITOMOB cruieHomeranuu u ruronennu [S]. Jdns BKJII xapakrepHbl nelkoneHus: ¢
HEUTPOTICHHEW W MOHOILIMTOTICHHUEH, a TaKkKe aHeMusi u TpomOoumronenus. B 95 % cinydaeB B kpoBu
NaIeHTOB OOHAPYKUBAIOT XapaKTepPHbIE «BOJIOCATHIC)/«BOPCUHYATHIE» JTUM(OIUTHI, HO KOJIMYECTBO
UX MOXeT ObITh paznuuHbiM. Tunuuno s BKJI yBenuuenue cene3eHKH — OT HE3HAUUTEIBHOTO 0
TUTAaHTCKOTO, OJHaKo BcTpewatoTcs BapuaHThl BKJI 06e3 cruienomeramuu. OuaroBoe MopaskeHHe
cene3eHkn He xapaktepHo ansi BKIJL. Yeenmnuenus nepudepryecknx numparndeckux ysnos (JIY) mpu
BKIJI Her, HO y 15-25 % nanueHToB BbIsiBIIsieTC yBenuueHue Bucuepaibubix JIY. I[Ipu obHapyxenun
yBEJIMYEHUS BHYTPUTpYAHbIX JIY HE00X0auMO UCKIIIOUUTH TyOepKyse3Hoe nopaxenue. Knmnuueckue
CUMIITOMBI ITUTOTICHUH (OHO-, ABYX- HJIA TPEXPOCTKOBOI) 3aBUCAT OT CTENICHU €€ BHIPAXKEHHOCTH, HO
B LIEJIOM aHEeMHsI TIOAONTY ObIBaeT KOMIIEHCHPOBAHHOM, TPOMOOILIUTONIEHUSI YAaCTO OECCUMITTOMHAS UJIH
C YMEpPEHHO BBIPAKEHHBIM TI'€MOPpPAru4ecKuM CUHAPOMOM. (OCHOBHOE JKM3HEYTPOKAOLIEE
ocnoxuenre BKJI — BocnanutenbHO-MHGEKIIMOHHBIE TPOLIECCHI, CKJIOHHBIE K CENTHUYECKOMY TEUEHUIO
u abcuenupoBanuto. Heliponeitkemus He xapaktepHa ans BKJI, MeHuHreansHbie CHMIITOMBI TPEOYIOT
UCKJIIOUEHHUS] OaKTepuajJbHOIO0, BHUPYCHOTO WM TYOEpKYJ€3HOrO MEHUHIUTa. MOHOKJIOHAJIbHAs
cekperusi npu  BKJI BcTpeuaercs penko (10-15 % cmydaeB), B OCHOBHOM TIpeICTaBjICHA
HE3HAUYMTEIIPHOM/CIIEIOBOM CEKpelnueil MmapanpoTenHa kiacca (G, OJHAKO BCTPEUANOTCS CiIydau
knaccudyeckoro BKJI ¢ monoxmonanmsHOM cekpernmeir 20-30 1/1. Crnemududeckoe MOpakeHUE
HenuMmparnueckux opranoB npu BKJI Bcrpewaercst peako, KIMHUYECKash KapTUHA MPU 3TOM MOXKET
OTCYTCTBOBATh WJIM 3aBUCHUT OT JIOKAJIU3ALUU TOpaxeHs (KoXKa, KOCTH, JIETKUE, MOYKH, [IEHTpaJbHas
HepBHas cuctema). MckmrouenneM ciayxuT cnerududeckas nuddysnas numbonaHas nHOUIBTpALU
nedyeHu, Bcerna npucyrerByromas npu BKJL, HO 00blYHO He mpuBojsmas K YBEIMYEHUIO WIIU
HapywieHuto ¢yHkuuum oprana. Kpaitne penko mnpu  BKJl  BcTpewaercs  u30nuMpoBaHHOE
IKCTpaMEAYIUIIPHOE TTOPAXKEHUE, HATTPUMEDP MOPAKEHUE OCEBOTO CKeneTa (IM03BOHKU, KPECTEIl, Ta3) €
MSTKOTKaHHBIM KOMIIOHEHTOM. Hanuuue sKCTpaMmenyuisipHOro ouara HOpPaKeHUs JOJKHO ObITh
BepuduimpoBaHo  MOp(oJOTHUUECKUM, HUMMYHO(MEHOTUIIUYECKUM  (MPEANOYTUTENIBHO)  WJIU
ummyHorucroxumudeckum (UI'X) uccnenopanuem, B ciydae M30JUPOBAHHOTO SKCTPAMEAYILIIPHOTO
nopaxeHust (T. €. IpU OTCYTCTBHM mpodeil tunuuHo kaptunsl BKJI) — ompenenenuem myrtanuun
BRAFV600E.

YacToTa BCTpeuaeMOCTH KIMHUKO-TabopaTopHbIX nposiBiiennii BKJI:

e cruieHoMmeranus —y 80 % mainueHTos;
e neiikoneHus —y 70 % naueHTos;
e HeuTponeHnus —y 75 % nanueHToB;

o MoHonuToneHus —y 90 % nainueHToB;



«BOJIOCATHIE)» TUM(OIIUTHI B Ma3kax nepudepudeckoit KpoBu —y 95 % manueHTos;
tpomOonuTornenus — y 80 % manueHTos;

anemus —y 70 % manueHToB;

abmomuHanbHas nuMdanenonarus —y 15-25 % manueHTos;

MOHOKJIOHaJIbHas rammanarusi —y 10 % nanueHTos.



2. Jlmarnocruka

Mnozcue pexomenoosanHvie Memoobl OUACHOCMUKU 3A001e8aHUS U CBA3AHHLIX C HUM COCMOAHULU
UMEm 02PAHUYEeHHYI0 00Ka3amenvHylo 6a3y (6 coomeemcmeuu co WKAIaMu OYeHKU YPOBHs
docmogepHocmu  00KA3amMenbCms U YPOoGHs YOeOumenibHOCmu  PeKOMeHOAyull) no npuduHe
OMCymcmeus. NOCEAUJEHHBIX UM KIUHUYeCKUx uccieoosanuu. Hecmomps ma smo, onu saensomcs
HeoOX00UMbIMU INleMeHmamu  00C1e008aHus nayueHma Oas YCMAHOBIeHUs OUacHo3a U 6vlbopa
MAaKmuKu J1eyeHus, maxk Kak oonee s¢hghexmuenvle U 0OKA3aHHblE MemMOObl 8 HACMOosujee 8pems He
paspabomarboi.

ﬂua2H03 BKJI ycmaraeaueaenmcs no CoO60KynHocmu ]lCl60pClWlOprlX U UHCMPYMEHRMAIbHbIX OAHHBIX

UCCIe008aHUSL KPOBU, KOCHHO20 MO32d, CeNle3eHKU.
Juarno3 BKJI cnenyeT 3anoqo3puth, €Ciiv y MalMeHTa:

1. nuTonenwus (OMHO-, IBYyX-, TPEXPOCTKOBAs);

2. mumoruTo3 (MpH JIFOOOM YHCIIe JTCHKOIIUTOR);
3. MOHOLIUTOIICHMS,

4. ciIeHOMETaIus;

5. gacTpie HH(EKITMOHHO-BOCTIATUTEIbHBIE COCTOSHUS.
Kpurepuu yctaHoBIeHUsI AUATHO32/COCTOSTHUSA S

1. «BopcuHYaThIe» TUMQPOLUTHI («BOJIOCATHIC) KIIETKU) B KPOBU M/WUIIM KOCTHOM MO3re >5 %;

2. IOJIOKUTENIbHASA PEaKIUsl «BOPCHUHYATHIX» JUM(OUUTOB HA TapTPaTyCTOMUYMBYIO KHUCIYIO
dbocdarazy (TRAP);

3. ummyHOopeHoTUNT JTUMQOUTHBIX KIeToK, crnemuduunbii 111 BKJL: kmon B-mumdoruTos,
skcrpeccupyromux mapkepel CD19, CD20(spro), CD22(sipko), slg, CD25, CDlle, CD103,
FMC7, CD123, CD85; B TUIMYHOM cllydyae — OTCYTCTBUE 3kcrpeccuun mapkepoB CDS5, CDI10,
CD23;

4. tunmunas s BKIL «peixinasyy numdbonnnas MHQUIBTpaLKs KOCTHOTO MO3ra B TpemaHoOuonTare
(c oxcmpeccueirt npu Ul X-uccnemoBanumm CD20, Annexin Al, TRAP, CD25, CDI03,
DBA.44(CD72), CDl11c, CD123, Cyclin D1, orcyrctBuem sxcnpeccuun CDS, CD10, CD23);

5. BbIsIBIIEHUE B TUMQpOUIHBIX KieTkax myTarui BRAFV600E;

6.B cllydyae CIUICHOIKTOMUM — XapakrtepHas nuMmdbouaHas HHQUIBTpALUs KPacHOW IyJbIbl C
skcnpeccuert npu UI'X-uccnenosanuu mapkepos BKIL.

[Ipn Hamuuum Tonbko HaHHbIX (1) m (2) muarno3 BKJI BepositeH, mpu Hanuuuu gaHHbIX (3)—(6) —

JOCTOBEPEH.

Hudbdepenmmanpupiii auarmo3  BKJI  HeoOxogmmMo MpoBOAWTE €O BCEMH  3a00JICBAHUSMU,
NPOTEKAIOIUMH C IUTONEHUEH, TUMQPOIIMTO30M U CIICHOMETaIue. ITo B TIEPBYIO O4epeab APyTHe
numponponudeparuBHbie 3a00JeBaHus — JIUM(POMa MapruHaIbLHOM 30HBI CEIEe3€HKH, T-KieTouHast
aumdoma, cemeseHouHas (opma guddy3HOM B-KIETOUHOW  KPYMHOKJICTOYHOW  JTHMEGOMBI,

XpoHUYeCKuid JuMQoseiiko3, TuMdoMa KpacHOW IyJbIIbI CeJe3eHKH, BapuanTHas ¢opma BKIL



Cnextp muddepennmansuoii nuarHoctuku BKJI Takxke BKIO4aeT apyrue reMaTOIOTHYECKUe
(ammactuyeckas aHeMHUs, MUEIOAUCIUIACTUYECKUI CHUHIPOM, MUEI0(PUOpO3) U HEremMaTroIorMuecKue
(OGone3np lomie, remaTUTbl U IUPPO3bI, AyTOUMMYHHBIE HapylIeHUs) 3a00JI€BaHHUS CO CXOIHOM
cumnromarukoii. B penkux cinywdasx (1 %) Bo3amoxkHo couetanue BKJI ¢ XxpoHuueckum

J'II/IM(l)OJ'Ief;IKOSOM, CHIC PCIKE — C APYTI'UM I'EeMaTOJIOTUICCKUM 3a00JIEBaHUEM.

Hanbonee cnoxasiM mpencrasmsercs auddepennuanbabii auarao3 BKJI co cxoxumu ¢ HEM 1O
KIMHUYECKUM TiposiBieHussM BapuanTHeIM BKJI u nuddysnoit menkoknetounoi B-kimeTouHoit
TUM@OMOI KpacHOM MyJIbIIbI CEJIE3EHKH, BBIICICHHBIMU B KJIacCU(pUKaIMsax BecemupHoil opranuzanuu
3npaBooxpanennn (BO3) 2008 1. u 2016 r. B mogBapuaHThl OTIEIBHONW HO30J0TUH — <«JiHMpoma/

JIEHKO3 CEeNEe3E€HKH, HEKJIaCCUPDUITUPYEMBIiD».

BapuanTtueii BKJI Bctpeuaercss npumepHo B 10 pa3 pexe knaccuyeckoro BKIJI, xapakrepusyercs
HOPMaJIbHBIM WJIM TIOBBILICHHBIM YPOBHEM JIEMKOLMTOB M OTCyTCTBHEM Mapkepa CD25 [6].
3a0oneBaHre dYalle BBISIBISICTCS Yy TMAIMEHTOB MOJIONOTO Bo3pacTa. KimHMYeckue mposBIeHUs
BapuanTHoro BKJI B oOmux ueprax CXOXH C KJIacCHYeCKuM, oiHako mnpu BapuanTHom BKIJI B
HECKOJIbKO pa3 dyalle BO3HUKAIOT MACCHBHAsl CIUIEHOMETalusi U BUCHEpasibHAs JTuMdaaeHonaTus
(uHOTZIA ¢ (hOpMHpPOBAHUEM KOHIIIOMEPATOB JUMQOY3JIOB), @ TaKKE 4Yalle pPa3BUBAIOTCS TKEIbIC
MH(EKIMOHHbBIE MPOSBICHUS B 1e010Te 00JIe3HH M Ha HayalbHbBIX dTanax Tepanuu [7]. KocTHblil Mo3r
npu BapuaHTHOM BKJI 0OBIYHO TIHIEpPKIETOUHBIM, ¢ MHUHUMAJbHBIMU NpHU3HaKamMu (ubpo3sa.
Mopdonoruueckn «BopcuHuaThie» AUMGOIUTH pu BapuanTHoM BKIJI nmeroT Gosbiee cXoACTBO C
MPOIUM(POITUTOM, MX SIAPO YACTO COACPKUT 1—2 KpymHBIX sapelmka. s ¢eHoTuna BapuaHTHOTO
BKJI, B otimnume ot kiaccuueckoit popmel BKJI, xapakrepHo otcyrcrBue skcnpeccun CD25, CD123
py Hanuuuu Apyrux tunudesix 1t BKJI mapkepoB, HO ¢ meHbInM ypoBHEM 3kcnpeccuu: CDllc,
CD103, FMC7. Unorna mpu BapuantHoM BKJI ormeuarorcs u apyrue abepparuu QeHoTumna
mumpouaHbix KiIeTok. OO0bruHO OoTCyTCcTBYIOT TRAP u annexcun Al. To, uto BapmantHbii BKIJI
JNEUCTBUTENIBHO HE OTHOCUTCA K noaBuay kiaccuueckoro BKJI, moarBepxkpaeTcs OTCyTCTBUEM

myTauu BRAF V600E B omyXoneBbIX KIETKAX.

3abosieBaHmE Xy»Ke OTBEYACT HAa CTAHJIAPTHYIO TEPaAIUIo, U ONTHMAJILHOE JICUeHUEe BapHaHTHOU (POPMBI
BKJI 1o HacTosiero BpeMeHrn oJJHO3HaYHO He ompenesneHo [8,9]. BeaeactBue penkoctu 3a0oiieBaHus
PaHIOMHU3HPOBAHHBIX KIMHUYCCKUX WCCICAOBAaHUN 10 CpaBHEHUIO A((PEKTUBHOCTH Pa3IMIHBIX
MeTofioB JeueHus npu BapuanTHOM BKJI et Ilo manHBIM OONBIIMHCTBA MCClEAOBATENEH, aHATIOTH
NypyUHOB MeHee AS(PPEeKTHBHBI M 4Yalle MMO3BOJISIIOT JOCTUYbL JIHUIIb YAaCTUYHOM PEMHCCUU WU
yiaydmieHust.  [IpeamoYTuTenbHBIM  CUNTACTCS COYETAHWE aHajlora IMYPUHOB C PHUTYKCUMAOOM.
[Ipumensiercs gnutenbHas Tepanust uHTepPepoH anbda-2a** wunmm uHTEephepoH anbda-2b**
(uaTepdeponom o). Ilpw BBIpaXEHHOW CIUIGHOMETAIWH B IEPBOM JMHUHM JICUYCHUS HCIOIb3YIOT
cruieHaktomuto. M3ywaercs spdextuBHOCTh NeueHust anturenamu k CD22 u CD25. V mononbix
MalMeHTOB C PE3UCTCHTHBIM TEYEHHWEM 3a00JIeBaHWS BO3MOXKHO TPOBEJICHHE AJTIOTCHHOU

TPAaHCIUIaHTAllUK TECMOITO3TUYCCKUX CTBOJIOBBIX KJICTOK.

Huddysnas menkokinerouHas B-kinerounas numdoma kpacHoit myabibl ceneseHku (JIKIIC) — penko
BcTpevaromasics (B 5 pa3 pexe BKJI) 3pemoknerounas B-menkokierounas auM@oma Cele3eHKH,

JIOKaJIM3yromasicsa B €€ KpaCHOfI ITyJIBbIIC. 3abosieBanne qJame BbIIBIICTCA Y IMAIUCHTOB CTApUICTO



Bo3pacTa. Tak ke, kak u BapuanTHbiii BKJI, JIKIIC nmpotekaeT 6e3 IeWKONIEHUH, YaCTO C BBIPAKCHHBIM
JEUKOLIUTO30M, C JUM(OLUUTO30M 3a CYET OOJIBIIOTO YHCIa IUPKYIUPYIOIINX «BOPCUHYATBIX)
TuM(GOIUTOB (BBISBISIEMBIX TaKKe NpPU LUTOJOTMYECKOM HCCIEAOBAHMM KOCTHOTO Mo3ra), 0e3
MOHOITUTOTICHUHY; XapaKTepHa 3HaunuTelbHas cruieHoMeranus [10]. UmmyHopeHOTHTT TUMQPOUTHBIX
kietok npu JIKTIC otnuaaercs ot kinaccudeckoro penotuna BKJI orcyrerBuem CD25, BapuabenbHOM
Huskoi akcrpeccueit CD103 u CD11c. Myranust VO60OE rena BRAF Bcerna oTcyTcTBYeT, peakuus Ha
TRAP 06b1yHO oTpuiarensHa. Matepecno, uto mpu JIKIIC rucronoruyeckoe uccienqoBaHue KOCTHOTO
MO3ra JUCCOHHPYET C MHelIorpaMMoi — nuMdouaHas MHPWIBTpAIUMsS B TPENaHOOMOINTATe YacTo
BECbMa CKY/IHAas, YETKO OlpeAessieMas JIMIb IpU I[POBEAECHUH HMMYHOTHCTOXMMHUYECKOTO
uccnenoBanus ¢ mapkepom CD20; npu 3ToM oTCYTCTBYIOT Mapkepsl CD25, annekcun Al, nuknun D1.
[Ipu THCTONOTMYECKOM HCCIEIOBAHUN CENIE3CHKHU BBISBIsAETCA JTUMQonIHAs WHQUIBTpaIKs KpacHOM
Oynblbl, ¢ (EHOTUIIOM, JMIOb YacTU4yHO coBmnajgatommMm ¢ BKJI  npu  mpoBeagenun

MMMYyHOTHCTOXUMUYECcKoro ucciegoBanus: CD20+, DBA.44+, CD25—, annexkcud Al—, nukiud D1—,
CD103—, CD123—, mums ogaroBo CD11c+ u TRAP+.

JIKTIC cxoka 1o CBOMM KJIMHUYECKMM M JJA0OPAaTOPHBIM MpPHU3HAKAM C JUM(OMON MapruHalbHOU
30HBI CEJIE3CHKU C BOPCUHYATHIMU JTUMGOIIUTaMH, U equHCTBeHHOW Ha 100% mokaszarenbHOU omiuen
mpu ux auddepeHnaTbHON THATHOCTHKE SBISICTCS THCTOJOTHYECKOE M MMMYHOTHCTOXMMHUYECKOE

HCCICA0OBAHUC TKAHU CCIIC3CHKMU.

[To psany npusHakoB (OTCYTCTBHE JIEHKONEHHUH M MOHOIIUTOINEHUU, aOeppaHTHBIA MMMYHO(EHOTHII,
orcyrctBue mytauuu VO60OE rena BRAF) Bapuantasiit BKJI u JIKIIC odenp cxoxu Mexmay coOOid,
OJTHAKO Pa3IMYalOTCs HAIMYMEM JIEMKO3HON MH(UIBTPAIMK B THUCTOJIOTMYECKOM Ipernapare KOCTHOTO
Mo3ra npu BapuanTHOM BKJI B 1npoTHBOBEC CKyOJHOMY BOBJICYEHHIO KOCTHOIO MO3ra B

TUCTOJIOTHYECKOM Tipenapate Tpenanoounonrtara mpu JIKIIC.

[Ipu neyenun JIKIIC B mepByro odepenp NPUMEHSETCS CIUIEHIKTOMUS, a TaKke KOMOMHUpPOBaHHAas
Tepanus KJIaIpuOMHOM U PUTYKCMMAOOM; BO BTOPOH JIMHUM Te€panuu UCroib3ytoTcs cxembl R-CHOP,
R-F(M)C.

2.1. ’Kaj100bI 1 aHAMHE3

e V¥ Bcex nanumeHtoB ¢ noao3peHueM Ha BKJI wnm ¢ BeisBnennsiM BKJI npu nepBuynoM npueme
peKOMeHayeTcsl TIIaTeIbHbINA cOOp Kanob U aHaMHe3a IpU 3a00JI€BaHUSIX OPraHOB KPOBETBOPEHHUS

Y KpOBH JIJIs1 BepuuKauu nuaruosa [5].
YpoBenb yoeaurteabHocTH pekoMeHaanuil — C (ypoBeHb 10CTOBEPHOCTH A0KA3ATEJbCTB — 5)

Kommenmapuii: npu ocmompe neobxooumo oyeHums obujee cocmosiHue nayueHma no uKajie
onpeodenenus cmamyca nayuenma Bocmounoti 06vedunennoti onkonocuuecxou epynnvl (ECOG) (cm.
Ipunooicenue I'l). Ilpu vipadicennoli anemuu y nayuenma mMoeym ommedamuscs ciabocmnv, 00blKdA,
cepoyebuenue, 201080KpYICEeHUe, YCunusaowuecs npu guszuueckol uacpyske. Ilpu evipasicenHoll

mpomoboyumonerHuyu — 2emoppazudeckull cunopom (peoko). Ilpu Helimponenuu — 2cunepmepmus,



yacmole MHQb@KL;MOHHO-GOCI’la]ZMmeJZbHble 36160]2666”!1#2, UHO20A C MSHCENbIM HCU3HEYCpoAHCATOUIUM
me4yeHuem (CZ6CZ4€0MpO€dHM€, NHEBMOHUA, cencuc). Hpu Cnjlenomezaiuu — YnjionHeHue u 4yecmeo

msisicecmu 6 snuzacmpuu u J1e80lL NOJI0OBUHE HCUBOMA.

P@KOM@Hayen’ZCﬂ Ymo4YHeHUue ceMelno20 anamMuesa O HAAuuuu 3a001e6anuss cucmembl Kpoeu 'y

POOCMBEHHUKOS.

Ilockonvbky 3abonesanue 8 OONbUWUHCIGE CYUAE8 PA3BUBAENCS NOCMENEeHHO U OIUMENIbHO, HCAN0Obl

007120 Mocynt omcynicmeoednib, HeECMONMpP:A HA 8bIPAJNCEHHYIO YUMONEHUIO U CNJIEHOMEe2AIUIO.

2.2. PusukajabHoOe 00cIe10BaHHe

e ¥V Bcex mauumeHToB ¢ mnonxo3peHueM Ha BKJI wim ¢ BeiiBnennsim BKJI nmpu nmepBuyHOM wnimn
MOBTOPHOM [pUEME, NPU KOHTPOJIBHBIX OOCIEIOBaHUAX W NPU MOAO3PEHUH Ha PEUUAUB
3a00JIeBaHMsI PEKOMEH/IyeTCsl BBIMOJIHEHNE BU3YyaJIbHOTO OCMOTpPA TEPareBTUYECKOro, Mablalun
TEpareBTUYECKON M ayCKYJIbTallMl TepaneBTUYECKOW, ONpeaeeHe OOIIEero COCTOSHUS MO IIKaje
ECOQG, a Take 0CMOTp MUHJIAJIMH U MOJIOCTU PTa JUIsl YTOUHEHUS PaclpOCTPAHEHHOCTH, HATNYUS

OCJIOKHEHUM U TSHKECTH TCUCHHS 3a00seBaHus [5].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJILCTB — 5)

Kommenmapuii: npu ocmompe neobxooumo oyeHums obujee cocmosanue nayuenma no wkaie ECOG
(cm. Ilpunoxcenue I'l), a marxoce ocmompemv MUHOAIUHBL U NOJLOCHb PMA, KOXCHblE NOKPOBbL,
nanvnayus OOJHCHA BKIIOYAMb NATbNAYUI0 8CeX O0OCMYNHbIX 2pynn nepugepuyeckux JIV, neuenu,

CeJlIE3CHKU.

2.3. JlaGopaTopHble THATHOCTHYECKHE UCCJIET0BAHMS

e Bcem mammentam ¢ mopo3penmeM Ha BKJI wmmm ¢ BeisBienHsiM BKJI mpu HaOmroneHuw,
IIPOBEJICHUN JICUEHUs], OIIEHKE 3()PEKTUBHOCTU Tepanuu, KOHTPOJIBHBIX OOCIEIOBAHUIX U
MOJIO3PEHUH Ha PELMIUB 3a00JI€BaHUSI PEKOMEHAYeTCsl BBIIOJHUTH OOIINN (KIMHUYECKUI) aHaIn3
KPOBU Pa3BEPHYTHIM C OMNpPEACICHHUEM YpPOBHEW TeMOIIOOMHA, SPHUTPOIUTOB, TPOMOOIIUTOB,
JICMKOIIUTOB, TIOACYETOM JIEHKOLUTAPHON (OPMYIBI M KOJIMYECTBA PETHUKYIOIUTOB Ui YCTAHOBKH
JIMarHo3a, YTOYHEHUS TSHKECTH COCTOSHUSI NAalMEeHTa, JAWHAMHUKKA 3a00JIeBaHMs, BBIPAOOTKU
aJICKBaTHOM TEpareBTUYECKOM TAaKTUKH W/WiH (B Clydae paHee MPOBEICHHON Teparnuu) OLIEHKU

Pa3BUTHS BO3MOXKHBIX HEXKEJNATENbHbIX IBICHUM eueHus [5,11-13].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

Kommenmapuii: 6 npenapame maszka Kposu GulAGNIAIOMC «BOPCUHYAMDbLEY) TUMPOUOHbIE KIEeMKU

Oonee KpynHo2o pasmepa ¢ 2OMO2EHHbIM PA3PEHCEHHbIM XPOMAMUHOM A0pa OKPY2l0U UlU O8AbHOU,



pedce 00008UOHOU  Popmbl, C O00BOILHO WUPOKOU ONEOHOU YUMONIA3MOU, C HEPOBHbIM,

¢€Cl’}’lOH"lal’}’IblM, C ompocmKamu Ui 60pCUHKAMU KpaeM YUmonjiasmbol.

e Bcem mamnuentam ¢ momo3penuem Ha BKIJI, a taxke npu onenke spdextuBHocTH Tepanun BKJII
PEKOMEHAYeTCH BBIIIOJHUTh ILIMTOJIOIMYECKOE HCClIeoBaHue (MYHKIUIO) KOCTHOTO Mo3ra B
KaueCTBE OCHOBHOTO JMAarHOCTMYECKOIO METOoJa, HEOOXOAMMOro [iIsi TOATBEPXKIEHUS U

dbopmynupoBanus nuarsosa [5,11,12].
YpoBeHnsb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

Kommenmapuii: 6 xocmnom mozee «8opcunuamovixy IUM@DOYUmMos yacmo OOIvuie, YeM 6 KpOBU.
Oonaxo 603MOdCHA MPYOHOCMb ACRUPAYUU KOCIMHO20 MO032a («CYXAs NYHKYUSY), YMO CEA3AHO C

@ubpozom kocmuozo mosea npu BKJI.

e Bcem mamuentam ¢ momo3penuem Ha BKIJI, a taxke npu onenke s dextuBHocTH Tepanuun BKJII
PEeKOMEHIyeTCsl 110 BO3MOXXHOCTH  BBITIOJIHUTH  MAaTOJIOTOAHATOMUYECKOE  HMCCIIE0BaHUE
OworicuitHOTO  (OMEpaIMOHHOTO)  MaTrepuaja KOCTHOTO  Mo3ra B Ka4eCTBE  BaKHOTO
JTUArHOCTUYECKOTO METO0Ja, HEOOXOIMMOTO Ui TOATBEPKIEHUS W (OPMYTUPOBAHUS JHATHO32
[5,11,12,14].

YpoBeHnb yoeauteabHocTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJILCTB — 5)

Kommenmapuii: namonozcoanamomuueckoe ucciedosanue 6UONCUUHO20 (ONEPAYUOHHO20) MAMepUand
KOCMHO20 MO32d 6AJXCHO O ycmaHosleHus ouaenoza BKJI, mak xax nosseonsiem 6viseums
AUMPOUOHYI0 uHuILMPayulo ¢ uyepmamu, xapakmepuvimu umenno 011 BKJI, oyenums pezepevi
KPOBemeOperust, @ maxdice nposecmu ougghepenyuanvusiii ouachos ¢ aniazuell kposemeopenus. Ilpu
BKJI 6 6uoncutinom (onepayuonnom) mamepuane KOCMHO20 MO32d ODHAPYICUBACIC YMEHbULEHUE
KOIUYecmea 21eMeHmMOo8 HOPMANbHO20 2eMOnod3a U ou@@ysnas uiu  oug@ysHo-ouazoeas
UHUIBMPAYUSL KOCMHO20 MO324 «PbIXA0Y PACHOONCEHHBIMU TUMPOUOHBIMU KIEMKAMU CPEOHE20
pasmepa ¢ HenpasuibHol opmotl 0pa U 0080IbHO WUPOKOU YUMONIA3MOU C HEPOBHBIM KpPAeM.
Tunuunsl ubpo3, HapyweHUs MUKPOYUPKYIAYUU 8 8UOe NOJLel KPOBOUSTUAHUL, PACTAHYMbIX CUHYCO8

— Kapmuna, no3eoaa0uas MOp@hoI02u4ecKy OMIUYUms 3mMom euo JieuKo3a om opyeux 3a001e6aHull.

e Bcewm nanuentam c¢ nono3penueM Ha BKIJIL, a taxke npu ouenke s¢pdextuBHocTH Tepanun BKII
PEeKOMEeHAYyeTCsl BBIMOIHUTh HCCIEAOBAHUE OMOJOTMYECKOTr0 MaTepualia KpOBU HIIM KOCTHOTO
MO3ra METOJIOM MPOTOYHON IUTO(IyopuMeTpun (ompeaeneHne UMMyHO(EHOTUIa JTUMQOIHUTOB
KPOBH WJIM KOCTHOTO MO3Ta) B KQYECTBE OCHOBHOT'O AMAarHOCTUYECKOTO METOa, HEOOXOIUMOTO ISl

NOATBEPKAeHUS U (popmynupoBanus aAuarnosa [5,11,12,15].
YpoBeHb yoeaquTeJIbHOCTH peKkoMeHaanuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

Kommenmapuii: onpeoenenue ummyHogenomuna onyxonesolx JauM@poyumos oos3amenvHo O
sepuguxayuu ouaenosa BKJIL Jna smoeo ucnonvzyiomcs 06a  63aUMOOONOIHAIOUUX MemOood:
npomounas yumomempusi u UI'X. He svlasneno kakoeco-mo eourncmeennozo mapkepa BKJI, nosmomy

0151 MOYHO20 OUACHO3A HEe0OX0OUMO oyeHueamos 0ocmamoyto WUpoOKyro naneilb B- u T-xnemounwix



CD-maprepos, exntouas mapkepst, munuunsie 01 BKJI. IIpu npomounoti yumomempuu 8bla8/1510MCs
cunvnasn skcnpeccusa CDI19, CD20, CD22, CD79a, omcymcmeue skcnpeccuu CD5, CDI10, CD23,
CD43 u skcnpeccus munuunwix ona BKJI CDIlc, CD25, CDI103, FMC7, CDI123, CD200, LAIR-1.
Uspeoka ecmpeuaromcsa omknonenus (abeppayuu) enomuna — Hanuyue Hemunuynwvlx oaa BKJI
maprepos CDI10 (0o 20 %) u CD23, peaxce CDS3.

e Bcem mnamuentam c¢ mnomo3peHueM Ha BKJI pexomenayercsi BBINOJIHUTH MOJEKYISIPHO-
renetnueckoe uccienopanue mytaiuu BRAFV600E B numdonuTax KpoBU UM KOCTHOTO MO3Ta B
Ka4yeCTBE OCHOBHOIO JMAarHOCTUYECKOTO METOa, HEOOXOAMMOTO JUIsi TOATBEPXKICHUS U
dbopmynupoBanus auarsosa [3,5,11,12,16,17].

YpoBeHb yoequTeJIbHOCTH peKkoMeHaanuii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

Kommenmapuii: npu BKJI 6onee uem ¢ 95 % cnyuaes svisignsiemcs mymayus BRAFV600E, komopas
omauyaem e2o om Opyeux B-xnremoumnvix aumgonponupepamusnvix 3abonesanutl, a maxdxice Om
eapuanmuou gopmor BKJI u aumgomel kpacnoti nyniensl cenezenku. Ima mymayus modxcem Ovlmb
8bIAGNICHA MEMOOOM NOIUMEPA3HOU YENnHOU peakyuu 6 KIemOuHbIX o0pa3yax Kpoeu Uiu KOCHHO20
mozea unu npu UI'X-uccneoosanuu. Ilockonvxy mymayus BRAFV600E saensemcs ouaznocmuueckum
kpumepuem BKJI, oicenamenvno 6vinonnams ee NOuck y 6cex NAyueHmos 6 pazeepHymoil ¢asze
3abonesanus, 0COOEHHO 6 OUACHOCMUYECKU CHONCHBIX CAYYAsaX, NPU MAHNCEIOM COMAMULECKOM
cmamyce u pesucmenmuuiM medenuu BKJI — 0nsa onpedenenus 603MOXNCHOCMU NPUMEHEHUS
uneubumopa BRAF-kunaso.

e Bcem manuentam c nono3penueM Ha BKJI mpu HeonHO3HAYHBIX JAHHBIX MHPEIBIIYHIMX 3TAroB
oOcnenoBanvs  (COMHHUTENBHBIM  pe3ylbTaT HMMYHO(DEHOTUIIUPOBAHUS, TPENaHOOUOICHUH,
orcyrctBue  Mytauuu BRAF)  pexomeHayercsi  BBIOJHUTH  MATOJIOT0-aHATOMHYECKOE
UccieloBaHuEe OMONCUMHOIO (OMEepalMOHHOT0) MaTepuajia KOCTHOTO MO3ra ¢ MPUMEHEHUEM
MMMYHOTUCTOXUMUYECKUX METOJ0OB B KAau€CTBE JOMOJIHUTEIBHOTO JAMATHOCTUYECKOTO METOIa,

BKHOTO ISl TOATBEPKASHUS Auarnosa [5,11,12].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

Kommenmapuii: UI'X-uccreoosanue npu BKJI oonapyscusaem sxkcnpeccuro CD20, Annexin AI, TRAP,
CD25, CD103, DBA.44(CD72), CD1lc, CD123, Cyclin D1 (8 6onvwuuncmese ciyuaes ciabas soepHas
axcnpeccust). Onyxonegvie kiemku ne sxkcnpeccupyrom CDS5, CDI10, CD23 (8 pedkux cuyuasx moodicem

Ovimb crabas dKCnpeccus Ha Yacmu Kiemok).

e BceM manmenram c¢ nopo3peHueM Ha BKJI, KOTOpbIM  BBINONHSJIACH  CILNIEHIKTOMUSI,
peKoMeHayerTcs IIPOBECTH [1aTOJIOI0-aHATOMHUYECKOE UCCIIEA0BAHUE OUONCHITHOTO
(omepalMOHHOr0) Marepuaja CeJe3eHKH C MPUMEHEHWEM HUMMYHOTHMCTOXMMHUYECKHUX METOJOB B

Ka4CCTBC OOIIOJIHUTCIBHOI'0O AUArHOCTUYCCKOI'0O MCTOId4, BAXKHOI'O AJISA IMOATBCPIKACHHUA OUATI'HO3a
[5,11,12].

YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH 10KA3aTeJbCTB — 5)



Kommenmapuii: mopghonocuueckoe ucciedoganue mKaHu cele3eHKu 6 cayyae CHieHIKMmOoMUU
svlAsIAem IUMPOUOHYIO UHGUILMPAYUIO KPACHOU NYIbNbl, HPU OMOM Oenas nyibna O0ObIYHO
ampoghuposana. Onyxonesas unguibmpayus npusooum K 00pa308aHu0 maxk Ha3vl8aembvlX «KPOBIHbIX
03ep», Komopwvle npeocmasiam cobol pacmsaHymole KpO8blo CUHYCbL. YmouneHur oOuacHo3a

nomozaem Ul X-uccneoosanue mxanu cenezeHku ¢ onpeoenenuem xapakmepmuvix 011 BKJI mapxepos.

e [lamuentam c¢ momo3spenueM Ha BKJI, KOTOpbIM BBITIONHSTIACH OUOIICUSI TICUCHU, PEeKOMEHYeTCsl
NPOBECTH MaTOJIOr0-aHATOMUYECKOE HCCIeIOBaHHE OMONCUHHOrO (OnepalMoHHOr0) Marepuana
CEJIC36HKH C INPUMEHEHUEM HMMYHOTMCTOXMMHUYECKHUX METOJOB B KAa4ECTBE JONOJHUTEIBHOIO

JIMArHOCTUYECKOTO METO/1a, BAXKHOTO JIJI MOJATBEPKAeHUA nuardosa [5,11,12].
YpoBennb yoenureabHOCcTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenmapuii:  mopgonocuueckoe uccnedosanHue mMKAHU — NEUEHU  BbLABIAEM  ONYXOJLEBYIO
UHGUILMPaAYUIO, KOMOPAs pacnoidazaemcs He mojibKo 8 NOPMAIbHbLIX MPAKMAX, HO U 8 CUHYCOUOAX.
Ymounenuro ouacnosza nomoeaem HI X-uccrnedosanue mrxaunu neuenu ¢ onpeoeieHuem XapaKmepHulx

onsi BKJI mapkepos.

e [lanmentam c¢ mnomo3penneM Ha BKJI pexomMeHayercsi BBINOJHUTH ONPEACIEHUE YPOBHS
aKTUBHOCTU KHUCJION (ocdarazpl IUMPOLUTOB B NepUPepUuecKOd KpOBUM W/UIM B IYHKTare
KOCTHOTO MO3ra B Kaue€CTBE JOINOJIHUTEIBHOIO JHATHOCTHYECKOTO METOAA, BAXKHOTO JUIS

MOATBEp KAeHUs quarnosa [5,11,12].
YpoBennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KAa3aTEJbCTB — 5)

Kommenmapuii: yumoxumuuecxkoe ucciedosanue aumpoyumos Ha TRAP spxo eviasnisem TRAP @
«8OpCcUHYaAmMbIXY AuM@oyumax. Imom 6uo @epmenma UHo20a MONHCem BblAGNAMbCA NPU OpPYeUx
aumponponugepamusHvix 3a601€6aHUAX, OOHAKO 8blCOKAsl akmuehocms TRAP munuuna umenno 0

BKJI u 6cmpeuaemcs 6 95 % cnyuaes.

e Bcem mammentam ¢ nomo3pernnem Ha BKJI pexoMeHayercsi 1O BO3MOYKHOCTH BBIIIOJIHUTH
WCCJIeIOBAaHUE MOHOKJIOHAJBHOCTH HMMMYHOITIOOYIMHOB B KPOBM M B MOYE METOAOM
UMMYHO(UKCAIIMK B KAa4eCTBE JOMOJHUTEIHLHOTO JIUATHOCTHMYECKOTO METO/a, Ba)KHOTO A

nuddepennmansaon quarnoctuku BKII [5,11,12].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

Kommenmapuii: napanpomeunemus 6 yenom ne xapakmepna ona BKJI, ecmpeuaemcs peoko (0o 10
%), 6 OCHOBHOM ) NOJCUNILIX NAYUEHMOS, U Yauje Ovleaem C1ed080U, NPU dMOM HPEUMYUeCmE8eHHO
gviasnsiemcs 1gG. IlpocHocmuueckoe 3HaueHue MOHOKIOHANLHOU CeKpeyuu He YCMAaHOBLEHO.
Buisignenue 3Hauumou cekpeyuu — N0800 K pesusuu OuasHoza (cekpemupyiowjas aumgpoma,

naasmoyumoma, MHOMICECNE6EHHAA Mueﬂoma).

e Bcem mnamumenram ¢ BKJI mepen HawanoM mNpOTHMBOOIYXOJIEBOM TEpANUU PEKOMEHAYeTCH
BBITIOJIHEHUE 001Iero (KJIMHUYECKOT0) aHajdu3a MOYM Il YTOUYHEHHS (YHKIIMU TOYEeK W

MCKITFOUCHHS MH()EKIIMA MOYEBBIBOIAIIMX ImyTeH [5,18].



YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Bcem mnamumentam ¢ BKJI mepen HadamoM MPOTHBOOIYXOJEBOM TEpalud PeKOMEHIYeTCs
BBIMIOJIHEHNUE aHalIM3a KPOBU OMOXMMHMYECKOTO OOLIeTepaneBTUYECKoro (JIakTaTAeruaporeHasa,
MoOYeBasi ~ KUCJIOTa, MOYEBMHA, KpeaTUHWH, oOummil  Oenok, anbOymuH, OuiIHpyOuH,
acnapraTaMUHOTpaHc(epasza, ajaHMHaAMUHOTpaHc(pepasa, menoyHas Qocdarasa, Kaiuidl, HaTpui,
[JIF0K03a) JJIs1 YTOYHEHHUS] COMaTHYECKOTO COCTOSIHUS MAIlUEHTa, BBISIBICHHS OPraHHOW TUChHYHKINUN

Y BBIPaOOTKH aICKBaTHOU TeparneBTUYECKON TakTuku [5,13,18].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

Kommenmapuii: opyeue napamempvl 6uOXUMUYECKO20 AHAIU3A KPOBU MO2YM OblmMb GKIIOUEHbl 8

uccneoosane Ha ycmompeHue epava.

e Bcem mamumenram ¢ BKJI mepen HawanoM mNpOTHMBOOIYXOJIEBOM TEpANUU PEKOMEHAYeTCs
BBIMIOJIHEHHWE  Koarynorpammel  (mpoTpomOun wimu  MHO, akTUBUpOBaHHOE  YacCTHYHOE
TPOMOOIUIACTUHOBOE BpeMsi, (UOPUHOTeH, TPOMOMHOBOE BpeMs) il YTOUHEHHS COCTOSHUS

MaIyeHTa U BhIPaOOTKHU a/IeKBaTHOW TeparneBTHUECKON TaKTUKH [18].
YpoBensb yoenureabHOCTH pekoMeHAanui — C (YypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

Kommenmapuii: opyeue napamempol Koa2yn0102utiecko20 aHamu3a Kposu mMo2ym O0vbimb GKIUEHbl 8

uccneoosane Ha ycemompeHue epavda.

e Bcem mnamumentam ¢ BKJI mepen HadamoM MPOTHBOOIYXOJEBOM TEpallud PeKOMEHIYyeTCs
onpeJieJIeHne OCHOBHBIX Tpynil KpoBu 1o cucteme ABO, onpeaenenune anturena D cucremsl Pesyc
(pe3yc-¢akropa) 1151 BO3MOKHOCTHU BBIMIOJIHEHUS TeMOTPaHC(Py3Un NpY HAJTMYUK TIOKa3aHUU 10, BO

BpeMsI WK noclie Tepanuu [ 18].
YpoBenn yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Bcem mnammentam ¢ BKJI mepen HavamoM MPOTHBOOIYXOJEBOM TEpallud PeKOMEHIYeTCs
BBHITIOJTHEHUE MOJIEKYJISIPHO-OMOJIOTHYECKOTO UCCIIeIOBaHUsI KpOoBH Ha BUpyc renaruta B (Hepatitis
B virus) u Bupyc remarura C (Hepatitis C virus) B LensiX YTOYHEHHUS pPUCKa U B cllydae

HE00XOIMMOCTHU MPO(PUIAKTUKY peakTUBAMU BUpycHOTo renartuta [13,18].
YpoBenn yoenureabHOCcTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Bcem mnamumentam ¢ BKJI mepen HavamoM MPOTHBOOIYXOJEBOM TEpaldd PeKOMEHIYeTCs
BBITIOJTHEHUE MOJICKYJISIPHO-OMOIOTHYECKOTO MCCIEAOBaHUS KPOBU HA BHPYC HUMMYHOACHUIINTA
yenopeka (BUY) 1 (Human immunodeficiency virus HIV-1) mist yrouHeHuss HEOOXOIUMOCTH

OJTHOBPEMEHHOTO IPOBEICHUS POTUBOOITYXOJIEBOM M AaHTUPETPOBUPYCHOM Tepanuu [13,18].

YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)



2.4. UHCTpYMeHTAJIbHbIE TUATHOCTUYECKHE HCCJIeI0BAHUS

e Bcewm namuenram npu ycranoBke auarnosa BKJL a taxke mpu ouenke 3¢p¢GeKTUBHOCTH Tepanuu
BKIJI pexomenayercsi 10 BO3MOKHOCTU BBINOJIHUTH KOMITbIOTEpHYIO0 ToMorpaduto (KT) opranos

OpromrHOM mosocty [5,18].
YpoBennb yoenureabHOCTH pekoMeHaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenmapuit: ¢ Oonvuwuncmee cnyuaes 6viA61emcs CHIEHOME2AIUsi Om  YMEPEHHOU 00
3HAUUMENbHOU, 0e3 04a208020 NOPAdCeHUsi MKAHU cele3eHKU. Yeenuuenue sucyepanvrvlx JIY
onpedensiemcsa npumepno 6 20 % cryuaes, uawje He3HauumenvbHoe, HO Modcem Oblmb U & Guode

KOH2lomMepamog (0cobeHHO 8 MOIOOOM 803pacme UU NPU NPOSPecCuposanuu 3a001e8aHusl).

e Bcewm namuenram npu ycranoBke nuarno3a BKIJL a takke mpu oneHke 3(pQGEKTUBHOCTH Teparnuu
BKJI pexoMeHayeTcsl BBIIOJHUTH YJIBTPA3BYKOBOE MCCIEAOBAHME OPTaHOB OPIONIHOW IMOJIOCTU
[5,18].

Yposenn yoenureabHOCTH pekoMeHAanui — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — S)

Kommenmapuii: 6 Oonvuuuncmee ciyuaes npu YibmpazeyKoBOM UCCLE008AHUU  BbIAGISAEMCS
CNIIeHOMe2aNUsl OM YMEPEeHHOU 00 3HAYUMENbHOU, 0e3 0Ya208020 NOPANCEHUs MKAHU Cele3eHKU.
Veenuuenue eucyepanvnvix JIY onpedensemcs npumepro 6 20 % cnyuaes, wawe HesHauumenbHoe, HO
Mmodcem Oblmb U 8 8UOe KOH2IOMEePamo8 (0COOEHHO 8 MOIOOOM 803pacme Ul Npu Npocpeccupo8anuu

3a0b0nesanus).

e Bcewm manmeHTaM C BBISIBJICHHBIM MAaCCHBHBIM YBEIMYCHHEM a0OMHUHAIBHBIX U 3a0promHHbBIX JIY
JU00 ¢ HAJUYHEM THIIEPTCPMHUH, JCTOUYHBIX CHMIITOMOB peKoMeHayeTcsi BeIToHUTh KT opranos
TPYJIHON KJIETKH I UCKJIIOUCHUS BHYTPUTPYIHOW JIMMQaJeHONaTHH, MHEBMOHHH, IUICBPHUTA,
aOcuecca jerkoro [5,18].

YpoBennb yoenureabHOCcTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenmapuii: npu evisignenuu 6HympucpyoHou Jaumgpadenonamuy HeoOX00UMO NposedeHue
dmuzuampuueckoeo o06ciedosanus O0as UCKIOUeHuss mybepkyresa, max Kaxk nayuermol ¢ BKJI
AGNAIOMCS 2PYNNOU 8bICOKO20 pucka pazsumus myoepxynesa. Ilpu couemanuu BKJI ¢ mybepkynezom
HeobXo0UMo npo8ooums jieueHue 060ux 3a001e8anull 0OHOBPEMEHHO 8 NOJIHOM 00beme, maK KaK npu

C60E€6PEMEHHOM J1eHeHUU U A0eKsamuom omeeme Ha mepanuio npocHo3 y nayuernmoe 6ﬂd€01’lpblﬂl’l’ll—lbl1/7.

e Bcem manmenTam c 00IEeBBIM CHUHAPOMOM PEKOMECHAYETCH BLIIIOJIHHUTDH peHTI’eHOI‘pa(i)I/IIO KoCTeH

CKeJeTa JIsl UCKIIFOUeHUsI Ceru(pruaeckoro nopaxxeHus kocrei [5,18].
YpoBennb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e Bcewm mammenTtam npu ycraHoBke auarnoza BKJIL, a taxxe mpu onienke 3(p¢eKTUBHOCTH Teparuu

BKJI pexomenayeTcsi BEITIOIHUTE dJIeKTpokapauorpadumuro [5,18].



YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenmapuii: svinonnenue snexmpoxapouocpagpuu Heobxooumo 0jisi UCKAOUeHUs. CONYMCmaEYoulel
KapoOuanvbHoUu namono2uu u/uiu ociodxchenuii. mevenuss BKJI, a maxoice 0ns Oyenku OUHAMUKU

unmepeana QT npu neuenuu ¢ npumeneruem uneubumopa BRAF-kuna3zuvl.

2.5. Uuble nuarHocTuuecKne UCCJae10BaHus

e Bcem mnamueHtam ¢ nogO3pCHHUEM Ha HAJIUYKUC OKCTPAMCAYIIAPHOrO o4dara IIOpa’KCHHUA
PEKOMECHIAYETCH BBIIIOJIHUTD OHOIICHIO BCPOATHOI'O0 o4ara IJid BCpI/I(bI/IKaHI/II/I CHGHI/I(l)I/I‘—ICCKOFO

nopaxkenus [5,18].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

Kommenmapuii: cneyughuueckoe nopasicenue opeanos u mxkareti npu BKJI ookaszwvieaemcs monvko npu
mopgonozuyeckom uUccredosanuu ¢ ummyHogpenomunuveckum uiu HI'X-uccnedosanuem u npu

803modcHocmu onpedenenusi mymayuu BRAFV600E.



3. Jleuenne

HazHauenue u nmpuMeHeHHEe JIEKApCTBEHHBIX MPENapaToB, yKa3aHHBIX B KIMHUYECKUX PEKOMEHIALNH,
HalpaBJICHO Ha oOO0ecIeYeHHe MNalueHTa KIMHUYEeCKH 3()PeKTUBHON M O€30MacHOM METUIIMHCKOM
MOMOIIM, B CBSI3W C 4Y€M HX HA3HAYCHHE M NPUMEHEHHE B KOHKPETHOM KIMHUYECKOW CUTYyaIllH
OTpeeNieTCs] B COOTBETCTBHHM C HMHCTPYKIUSMH IO MPUMEHEHUIO KOHKPETHBIX JIEKapCTBEHHBIX
IpernapaToB € peaju3alieil MPEeACTABICHHBIX B HWHCTPYKIMH MEp MNPEJOCTOPONKHOCTH MPU HX

MNPUMCHCHHNH, TAKKC BO3BMOKHA KOPPCKIHUA 103 C YUYCTOM COCTOSAHUS IMAlTUCHTA.

Crnenyer yuuThIBaTh, YTO y HAlMEHTAa MOTYT OBITh HECTAHJAPTHBIE NPOSBICHUS OOJE3HM, a TAKKE
COUYETaHUE KOHKPETHOM OOJIe3HH € JAPYTMMHU NATOJIOTHSIMH, YTO MOXKET JMKTOBaTh JieUallleMy Bpady

HU3MCHCHUS B aJITOPUTMC BBI60pa ONTUMAJILHOM TAKTUKH JUArdHOCTUKU U JICUCHMUS.

3.1.Iloka3aHus K HAYAJLy TePANNH U OIpeieIecHIEe CTPATEruu Jie4eHu st

e [lanmenTtam c BepuduuuposanubiM BKJI 0e3 uuronenun wim 3Ha4uMoil cruieHomeranuu (<+2 cm
13 ToapeOephs1) WM C HE HapacTaroIIe MUTOIICHUEH JIErKo cTereHn (ypoBHH remonioonHa >110
r/1, TpombonuToB >150 * 10°/1, Heiirpodumos >2,0 * 10%/1,) u 6e3 CHMITOMOB 3a60JICBAHMUS TIPH
YCJIOBUU BO3MOXKHOCTH PETYJSAPHOIO KOHTPOJIA 3@ MAlMEeHTOM crhenuduueckas Tepamnusi He

pexkomenayercs [5,11,12].
YpoBennb yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

e [laruentam c¢ BepuduuupoBanusiM BKJI ¢ wHanuumem 3HauuMol wiM ycyryOmistomeincs
nUTONeHHeH (ypoBHM remortobuua <110 1/, tpomGomuto <100 ~ 10°/n, meiirpodumos < 2,0
10%/1), WH(QEKIIMOHHBIX  OCJIIO)KHCHHH, CHMITOMHOM WJIM HapacTallIed CIUICHOMeTalruen

peKkoMeHayeTcsl Hayalo crienuduyeckon tepanuu [5,11,12].

YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

3.2.JleyeHue MALMEHTOB ¢ BIiePBbIe THATHOCTUPOBAHHBIM
B0OJIOCATOKJIETOYHBIM JICHKO30M

Ocnosnvimu npenapamamu 8 nevenuu BKJI, npugooswumu K MHO20IEMHUM HOTHLIM PEMUCCUAM NpU
BKIJI, sensiomcs awanoeu nypuHos, 6 uacmuocmu, Kiaopubuun. Hecmomps Ha  8vicoKyIO
aghghexmuenocmv u HEeMOKCUYHOCb, NPUMEHeHUe KAa0pUubUHa 6 nepeoll JUHUU 0ObIYHO NPUBOOUM K
ONIUMENLHOMY MUETOMOKUYECKOMY aAcpary1oyumosy [19], umo ONAcHO y
UMMYHOKOMIpoMemuposanHolx nayuenmos ¢ BKJI, 6 ceazu ¢ uem npeonoumumenvHo npumeneHue
K1a0pubuHa nocie KynUpo8auus HeumponeHuu npumeHeHuem unmepghepoHom o, uiu uHeubumopa
BRAF-kunaser #eemypagenuoa™*. Jleuenue BKJI ¢ skcmpameOdyiisapuvim nopasxgcenuem maxice

O0JIHCHO OblMb, 8 NEPBYI0 0Uepedb, CUCTEMHBIM, C NPUMEHEeHUeM UHmepghepoHoM o, u/unu Kiaopuouma,



B03MOJCHO ¢ Oobasnenuem K mepanuu Hpumyxcumaba**. Pexomenoayuu no npumeHeHuro OAHHbIX

JEeKAPCMEBEHHbLX npenapamnoe npedcmaeﬂenbz HUafce.

e [lamuenTtam c¢ Bnepsbie quarHoctupoBaHHbiM BKJI ¢ mokazanusiMu k cnieruduyeckoit Tepanuu npu
HaJlM4YUM HEUTPOIIEHMHM B Ka4eCTBE IIEPBOIO JTana JICYCHUS PEKOMEHAYeTCsl Tepanus

uHTeppeponom a [20,21].
YpoBeHb yoequTeJIbHOCTH peKkoMeHAanuil — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

Kommenmapuii: vatepdepoH o 006biuno npumensiemcs 8 mevenue 12—16 Heod. 00 HaA3HAYeHUs AHAL02A
nypuHa (01 KOppeKyuu HeumponeHuu u npo@QUIAKMUKU OJIUMETbHO20 MUELOMOKCUYECKO20
azpamynoyumosa 8 pesyibmame HNpumMeHeHus Kiaopubuna) 6 ooze 3 man ME 3 paza 6 Hedento
noOKoXCHO. B 3aeucumocmu om nokazamesneil 2emoepammsl U UHOUBUOYATbHOU NEPEHOCUMOCU 003d
unmepgepona a. modxcem sapvuposamv om 1 0o 5 man ME u om 2 paz 6 nedenio 00 edxnceonesHozo
npumeneHus. B ceasu ¢ yacmuim pazeumuem cpunnonoo0oOH020 CUHOPOMA HA HAYANbHBIX 3MANax
npumeHenuss unmepghepona o — mepanuio ciedyem HadyuHamo ¢ 003wl 1 man ME na ¢hone
AHMUNUPEMUKO8, NOCMENeHHo Yeenuuusas 003y 0o cmaunoapmuou (3 man ME 3 paza 6 neoenro). Ilpu
211yO0KOU IeUKONneHuU uHmepphepor aHeodXo00UMO NPUMEHAMb C OCMOPONCHOCMbIO, He hopcupys 003y
(u3-3a pucka eépemennoco ycyeyonenus netikonenuu). Llenvio npumenenus unmepgpepona o. 1611emcs
npupocm Helumpo@puios 3a cuem CHUNCEHUS YUCIA TUMPOYUmMo8 6 cemocpamme 00 yposus <50 %,
Ymo no3eossaem u3oexcamsv aspaHyloyumo3a U UHQOEKYUOHHBIX OCIONCHEeHUUl Nocle Kypca amanoed
nypuros. llapannenvho, kax npasuio, npoucxooum ymeHvueHue pamepa cenezenku. Mumepgepon o
MOJICHO He NPUMEHAMb Nneped OCHOBHLIM KYPCOM KIAOPUOUHA NPU HE3HAYUMETbHOM JUMpoyumose u

MUHUMATbHOU qubqubmpauuu KOCMHO20 Mo32d.

o [lammentam ¢ BnoepBble auarHoctupoBaHHbiM BKJI  npu  BbeIpakK€HHOW  HEUTPONEHUU
(arpaHyynouMTO3) UM B MEPUOJ AKTUBHOM MH(MEKIMH MEepe Teparueld aHaioraMu mypuHOB MOKET
OBITh PEKOMEH/JIOBAaHO HazHaueHue #BemypadenubOa** B moze 240-960 Mmr/cyT mo KynmupoOBaHHS
Heifrponennu (Heitrpodust > 1,5 x 10%/m) [22,23].

Kommenmapuii: #eemypagenud oonaoaem namoceHumuueckum oelicmeuem Ha anomanrvHyro BRAF-
Kunasy onyxonesvix kiemok. Qoviuno npumensemcs 003a 240-480 me/cym. cpok neuenus 6 cpeonem 3

mecaya.
YpoBeHb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJbCTB — )

e [lanmentam c¢ BmepBble AuarHoctupoBaHHbIM BKIJI ¢ mokazanusimu k crneuuduyeckon Tepanuu
MOCJI€ 3aBEpUICHUs Tepanuu HHTEPPEepoOHOM o, a TaKkKe MalUeHTaM C He3HAYUTEeIbHBIM
TUM(GOIUTO30M M MUHUMAIBHOM WHQUIBTpAIME KOCTHOTO MO3Ta, KOTOPHIM HE MOKa3aHO
npeaBapuTeIbHOE Ha3HaueHHe uHTepdepoHa o, B KayecTBE OCHOBHOIO JTana JIeYeHUs

PeKOMeHAyeTCs Tepanus KiagpuOruHom [24].

YpoBeHb yOeIUTEILHOCTH PeKOMEHAalil — A (YPOBEHb J0CTOBEPHOCTH J10KA3aTeJIbCTB — 2)



Kommenmapuii: npu BKJI npumensrom I kopomkuii kypc kiadpudbura 6 0oze 0,1 me/ke/cym % 7 Ouetl
um 0,14 me/ke/cym x5 oOmeu [25] (8 OamHnou 003uposKe HNpuMeHeHue npenapama He
3apeaucmpuposano). B  panHOOMU3UpOBAHHBIX UCCIE008AHUAX HE OblIO BbIANEeHO pa3IuUyUll 8
appexmusHocmu 1 nepeHoCUMOCmuU npenapama npu pasHvlx pexcumax esedenusd. OOuHakosas
ouodocmynHocms  K1aOpubuna npu NOOKONHCHOM U  OONIOCHOM 68€0eHUU Oblla NOOMEePIHCOeHA
oanHuIMu  hapmaronocuyeckux uccineooganui. C yuemom y0oOCcmea exceOHesH020 NOOKOHCHO20
86e0eHUsl npenapama OAHHbLIL PEHCUM ABIAemcs npeonoumumenvHulm ¢ mepanuu BKJI. Ecau mepanus
KIAOpUOUHOM HA3HAYAEMCs N0 KAKOU-1ubo npudure 6e3 npedsapumenvbHo20 Kypca unmepgepona o u
8 YCl08UAX 27YOOKOU HeUmponeHuu y 0clableHH020 NayueHmad, B03MONCHO Nposedenue edeHus 8

O0pobHOM pedicume: 1 8sedenue 6 Hedento 00 CYMMAPHOU Kypcosoll 003bl [26].

Jleuenue knadpubunom ne mpebyem cneyuaibHoOU COnymcmeayrowel mepanuu (m. e. He Ha3HAYaAmcs
NPOMUBOPEOMHbBIE NPENnapamvl, 600HAs HAZPY3KA), 3a UCKTIOYEHUEM NPUMEHEHUsl KO-mpumorcasona**
U ayukio8uUpa 8 COOMEEMCMEUY ¢ UHCMPYKYyuel O npouiakmuku ungekyuti (no NOKaA3aHusM,

0053amenbHO 8 cllyuae HeumponeHuu — 00 0CCMAHOBIeHUs YPoeHs Helimpoguros > 1,0 X 1 0°/n).

e [lauentam c BnepBble auarHoctupoBaHHbiM BKJI mpu cuMNOTOMHONW TpOMOOLMTONEHUH,
HeA()(HEKTUBHOCTH WM HEMEPEHOCHMOCTH  JIEKAPCTBEHHOM  Tepamuu,  OCIOKHEHUSX
cruieHoMeranuu (MH(apKThI, pa3pbiB), a TaKKe MPU BhIpAXKEHHOU cruieHomerannu (6omnee 10 cm
HUKE peOepHOM [yrH), COYETAIOMICCs C HE3HAYUTENbHBIM IOPaKEHUEM KOCTHOTO MO3Tra,

PEKOMEH/IYeTCsl BBIITOJIHEHUE CIIEHAIKTOMUM [S].
YpoBeHnb yoeauteabHocTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH 10KA3ATEJIbCTB — 5)

Kommenmapuii: npu BKJI yoanenue cenesenku ovbicmpo auxsuoupyem yumonenuio, Ho auus y 20 %
NayueHmos Ha ONUMenbHblll CPOK, Y ODONbUUHCMEBA Jice P heKm CNIeHIKMOMUY coXpansemcs menee 1
200a C Heuz0edCHbiMU 6 OalbHeluemM Npospeccuposanuem 3abone6anus u nompeoHOCmvio 8

nposedenUU 1eKapCmeeHHOl mepanuu.

3.3.JIeuenue peunauBoB U pedpakTepHbIX POPM BOJTOCATOKICTOYHOIO
JICHKO03a

e [lammentam ¢ peruauBoM BKJI, y KOTOpBIX MPOJOMKHUTENIBHOCTh peMUCCHU Oblia Oornee 5 JieT,

peKoOMeHIyeTcsl TOBTOPHOE JICUCHHUE, aHAJIOTHYHOE MepBUYHOMY [27-29].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4)

Kommenmapuii: nokazano, umo npu 00CMamouHou NPOOOINCUMENbHOCTIU PEMUCCUU  NOCTIe
nepsuynozo nevenus BKJI ananocom nypuna (knadpubun) nogmopHoe npumeneHue 3mux npenapamos

makoice 3QhhexmueHo.

e [lTanmentam c¢ BKJI, He pocTurmmM mnojgHOM peMuccuu uepe3d 6—12 Mec. mocie Tepanuu

KJIaJpUOMHOM, pPeKOMEeHyeTcsl TOBTOpHAs Teparus KiIaJApuOMHOM B TOM XK€ PEKUME, Kak s



MepBUYHBIX IALMEHTOB, ¢ go0aBicHHEM #puTykcumaGa** B mose 375 Mr/M> 6 BBeeHH c

uHtepBaiom 28 nuen [30,31].
YpoBeHb yOenuTEeIbHOCTH peKoMeHaaunii — B (YpoBeHb 10CTOBEPHOCTH 10KA3aTeJIbCTB — 3)

Kommenmapuii: nepuoo 6occmanosnenus Mueionod3a moxcem ovlims OIUMeNbHbIM, NOIMOMY, eClU Y
nayuenma nocie Nposeo0eHHo20 Kypca JIeYeHUsi AHAI020M NYPUHA OMMEYAemcs NON0NCUMETbHAS
OUHAMUKA — UCYE3HOBEHUE «BOPCUHYAMbBIXY JUMPOYUMOE8 U MEeHOeHYUs K 60CCMAHOBILEHUIO
nokasamesneu Kposu, YMEeHbUleHUue pasmepa Cene3eHKU, mo NOAHOmMY OOCMUSHYMOU pPeMUCCUU

oyeHusalom He pamee yem uepes 6—12 mec. nocne neyenus.

e [lamuenram c peunanBOM BKH, MPOABJIAIOIIUMCA TIPCUMYIICCTBCHHO YBCIMYCHUCM CCJIC3CHKU,

PEeKOMEH/1yeTCsl BHITIOJIHEHUE CIUIEHAKTOMHUM [5].
YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 5)

Kommenmapuﬁ: Kaxk npaeuilo, nmoJjJabKO CHIEHIKMOMUs He npueodum K pemuccuu u 6cne0 3a Hell

mpeoyemcs nposedenue CUCmeMHOU mepanuu.

e [lanmentam c pedppaxrepusiM Teuennem BKIJI ¢ BoisiBnennoit myrauueii BRAFV600E B xauectse
OJTHOTO W3 BapUaHTOB Tepamnuu pekoMeHayercs #Bemypadenud** B qoze 480 mr/cyT B TeueHue 2

Mec. u Oonee (10 TOCTIKEeHUS pemuccun) [32].
YpoBeHb yoenuTeabHOCTH pekoMeHaannil — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 4)

Kommenmapuii: #eemypagpenud™* moocem npumenamoscs MmoaAbko npu OOKA3AHHOU Mymayuu
BRAFV600E. Himeemcs onvim ycneuwiHo2o npumenenus #eemypagenudba™* ¢ pasnvix 0o3uposrkax — om
240 me/cym 0o 960 me 2 pasa 6 cymku [33]. C yuemom docmamounou 3¢ppexmusnocmu u xopoutei

NnepeHoCUMOCmu mvl yauje npumersiem 003y 240 me 2 paza 6 cymxku.

o [lauentam c pedpaxrepubiM Teuennem BKJl B kaduecTBe OJHOrO M3 BapUAHTOB TEparuu
pexoMeHayeTcss uHTEpPepoH o B 03¢ 3 muiH ME/CyT 10 HOCTHKEHUSI MaKCUMAJIbHOTO OTBETA C

MOCIEAYIOUIUM MEPEX0IOM Ha BBEICHUE 3TOU J103bI 3 pasa B HeAento [5].
YpoBeHnnb yoenureabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTEJbCTB — 5)

o [lamuentam c pedpakrepasiM TeueHneM BKJI B xauecTBe OIHOTO M3 BapHAHTOB TEpAMH MOXKET
ObITh peKOMeHJA0BaHA KoMmOuHarusi #OeHmamyctuHa** B nmoze 70 Mr/M2 B 1-2-i ITHA C

#putykcumabom** B/B B 03¢ 375 Mr/M? B 1-if 1 15 muu, 6 KypcoB ¢ uHTepBagoM 28 gHeit [34].

YpoBeHb yOoeqUTEJIbHOCTH peKoMeHAal i — B (YpoBeHb 10CTOBEPHOCTH 10KA3ATEJIbCTB — 3)

3.4.ConyTCTBYOIIASI M CONPOBOAUTEILHAS TEPANUSA NAUEHTOB C
BOJIOCATOKJIETOYHBIM JICHKO30M



o [laruentam ¢ BKJI ¢ momo3peHmem Ha pa3ButHe HH(PEKIIMOHHO-BOCMIAIUTEIHHOTO MpoIecca

PEeKOMEeHAyeTCs HEOTIIOKHOE Ha3HauYeHUE aHTHOAaKTepruanbHOi Tepanuu [7,35,36].
YpoBenb yoenuTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH 10KA3aTeJIbLCTB — 4)

Kommenmapuii: npu neuenuu nayuenmos BKJI HeoOxoOuma KpauHss HACMOPOMCEHHOCMb 8
omuoutenuu ungexyuii — cunepmepmus npu BKJI, 6 omauuue om numghom, He aenaemcs cumMnmomom
UHMOKCUKAYUU U CBUOEMENbCNEYen 0 HATUYUU UHDEKYUOHHO-80CNAIUMETbHO20 npoyeccad, 4acmo 6e3
yemko onpeoensemou noxamuzayuu. Y nayuenmos c¢ BKJI uacmo pazsuearomcs nHesMOHUU,
cuHycumsl, adbcyeccvl 8 NOOKOJCHOU Klemuamire, Mexcmblileunsie abcyeccol (0COOeHHO 8 MblUYaAX
HO2), npu Smom 6 ceéA3U C HelmponeHueli odacu ungexyuu npu BKJI cxnonunvl x Ovicmpot

ceHepaluzayuu u mpe6yi0m HEOMJIONCHO20 HA3HAYECHUA Cleu6aKm€pl/lClﬂbH01/7 mepanuu.

o [Tammmentam ¢ BKJI B coderanuu ¢ TyOepKyne3oM peKOMeEHyeTcs JiedeHHue 000uX 3a00JIeBaHMI

OJIHOBpEeMEHHO [37].
YpoBenb yoenuTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH /I0KA3aTeJILCTB — 4)

o [larmentam c¢ BKJI, 3a wuckirodeHHeM MalMEHTOB C JUIMTENBRHON M TIyOOKOW HEHTporeHuen
(arpaHynonMTO3a) € HAIMYUEM TSKEIBIX HWH(PEKIMOHHBIX OCJIOKHECHHM, He PeKOMeHAyeTcsl

Tepanus KOJOHUECTUMYIHUPYIOUME dakTopamu [38].
YpoBeHb yOeAuTEeIbHOCTH PeKoMeHAaunil — B (YypoBeHb 10CTOBEPHOCTH 10KA3aTEJIbCTB — 3)

e [lammmentam ¢ BKJI ¢ myOokoii anemueil mpu HCKIIOUEHUM NPYTUX NPUYMH aHeMud (aeduimt
Kele3a WM BUTaMHHA By, U T. 11.) peKOMeHayeTcsl KpaTKOBpEMEHHAs Teparus SpUTPOIIOITHHAMU
[39].

YpoBenb yoeauTeabHOCTH pekoMeHaannii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJIbLCTB — 5)

e [lauentam ¢ BKJI mpu BO3HMKHOBEHHMM OCTPOrO MJIM XPOHHUYECKOTO OOJIEBOrO CHHIpOMA
PeKOMeHJyeTCs TPOBECTH JTUATHOCTHKY NPUYMHBI OOJEBOTO CHHAPOMA U TMOCIEAYIOIIYIO

MaTOrCHETHYECKYO MJIM CUTIMTOMATUYECKYIO Teparnuio 6ojeBoro cunapoma [5,40,41].
YpoBeHnnb yoenureJabHOCTH pekoMeHAanuil — C (ypoBeHb J0CTOBEPHOCTH I0KAa3aTEJbCTB — 5)

Kommenmapuii: naubonee uacmasn npuuuna 6oau npu BKJI — noxanvhsiii 6ocnanumensbHulii npoyecc
(abcyecc, eocnanenue mkawneil). B amom ciayuae Heobxooumo nposooums akmueHoe jedeHue oyazd
gocnaneHus (6knouas, npu  HeoOXooumMocmu, Xupypeuveckoe JneueHue). Ilpu ucknouenuu
UHGDEKYUOHHO-BOCNAUMENLHOU  NPUpPOObl  O0Ne8020  CUHOpOMA  nayuewmy  NpPo8OOUMCs
obezbonusarowas mepanusi  CO2NACHO  CYWeCMBYIOUWUM  NPOMOKoiam  obe3borusanusi  (CM.
coomeemcmeayrouue KIUHU4eCKue peKomeHoayuy no XpoHuyuecKkol 0onu, KIuHuU4ecKue peKomeHoayuu
no aHecmesuono2uu), 8 MmMOM Uucie Nno MNOKA3AHUAM — C HPUMEHEHUeM HAPKOMUYeCKUx u
NCUXOMPONHBIX JIeKAPCMBEHHBIX NPENnapamos ¢ YUemom 603MONCHBIX NPOMUBONOKAZAHUL, CEA3AHHBIX

C uumonenueﬁ, UHBIMU KTITUHUYECKUMU cumyayusimu.



3.5.0npenenenue 3¢ peKTUBHOCTH JICHCHUS

 [lanuenTaMm, 3aBepIIMBIINM 3alUIaHUpOBaHHOE JeueHne 1o nosoxy BKJI, pekomenayercest oneHka
3¢ (HEeKTUBHOCTH JiedueHHs yepe3 6—12 Mec. rmocse 3aBepuieHus] TEPANUU COITACHO MEKyHAPOIHBIM

kputepusm (npemioxensl B 2006 . u monudunmposansl B 2011 1. (cMm. [Tpunoxenune ['2)) [5,12].
YpoBennb yoenureabHOCTH pekoMenaanuii — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Cnez[yeT YUYUTbhIBATh, YTO Yy IallMCHTA MOI'YT OBITH HCCTAHAAPTHBIC IIPOABICHUA 6OH€3HI/I, a TaKxXeC
COUYCTaHUC KOHKpCTHOﬁ 00JIE3HU C APYTUMHA MATOJOTUsAMH, YTO MOKCET JUKTOBATH JICHAIICMY Bpady

N3MCHCHUA B aJITOPUTMC BBI60pa OINTHUMAaJIbHOM TaKTUKHU JUardioCTUKHU U JICUCHHUA.



4. PeaOuauranus

e Bcem manmentam ¢ BKJI Ha Bcex aTamax TCpalunn 33.6OJ'I€B3HI/I5[, a TaK¥XKC II0CJIC 3aBCPIICHMUA

JIEKapCTBEHHOTO JICUCHUS peKOMEeHIyeTcsl KOMIUIEKCHast peadunuranus [42].
YpoBenn yoenureabHOCTH pekoMeHaanuil — C (ypoBeHb J0CTOBEPHOCTH I0KA3aTeJbCTB — 5)

Kommenmapuii: cneyuanonvix memooos peadounumayuu npu BKJI ne cywecmeyem. Peabunumayus
nayuenmos ¢ BKJI donscna Hocums KOMNIEKCHbIU Xapakmep, 0X8amvléas MeOUYUHCKUe U COYUAIbHO-
ncuxono2udeckue Acnekmvl aoanmayuu NayueHma K HOpMAnbHou odcusnu. Ob0vem MeOuyuHcKou
peaburumayuu  paspabamoléaemcs — UHOUBUOYAILHO — O KAXHCO020  NAYyueHma  8paiom-
peabunumonocom npu yuyacmuu epada-cemamonoza. Kpome smoco, npoepamma peadbunumayuu
O0NIJICHA  YUUMBIBAMb COYUATIbHbIE U NCUXONo2UYecKUe npodiemvl nayueHma u eKuouams (no
NOKA3AHUSAM) —COYUANbHBIX PADOMHUKO8 U  NCUX0N0208. Peabunumayus npu  803HUKHOBEHUU
OCJIOJICHEeHUlI 8 meyeHue 3a001e6aHus U JedeHUsi NPoBoOUMCs 6 pPAMKAX COOMBEMCmMEYIUUX

HO30/102Ull.



S. IIpopunakTuka

MetonoB mnpodunaktuku BKJI B Hactosiiee Bpemsi HE CYIIECTBYET, IOCKOJIbBKY HEU3BECTECH

ATHONIOTHYECKUM PakTop(bl), BeAylLuii(€) K pa3BUTHIO 3a00I€BaHUS.

e Bcem mammenram c¢ BKJI mocne 3aBepuieHMss Tepanuyd PEKOMEHAYETCH IOXKHW3HEHHOE

JMHAMHUYECKOe HaOo/IeHe y Bpada-remaroJjora [5].
YpoBenb yoeauTeabHOCTH pekoMeHaaunii — C (ypoBeHb 10CTOBEPHOCTH I0KA3aTeJILCTB — 5)

Kommenmapuii: ons  ceoespemennozo obHapyxcenus peyuouea BKJI Heobxooum koHmponw
KIUHUYECKO20 aHanusa Kpoeu He pedxce 2 paz 6 200 u pasmepa ceineseHku He pexce | pasa 6 200.
Peyuousvr BKJI ¢ meuenuem 6pemenu paszsusaiomcs 6 nooasgiaioujem OONbUHCMEe ClyYydes ¢
yacmomoti eviaeneHus 00 35 % npu meouane nabarooenus 5 nem u 0o 50 % npu meouane 10 nem.
Peyuousvr mozcym 6osnuxams uawe u 8 Oolee pamHue CpPOKU Y MONOObIX NaAyueHmosd (0ebrom
3abonesanus 6 gospacme Monoxce 45 nem) u npu docmudiceHuu auwb yacmuunou pemuccuu. llpu
nooospenuu Ha peyuoue BKJI npoeooumcsi obcredosanue, aHaioSUYHOEe NEPEUYHOMY HNpU
VCMAHOBNEeHUU OUACHO3A, Ol MOYHOU Bepuhukayuu peyuousa 3a001esanus U UCKIIOYeHUs Opyeux
3ab0ne6anull (cOCmMoanull), NPUBOOAUUX K YUMONEHUU, CNIeHOMe2anuu U MO2YWUX UMUMUPOBAMb

peyuous.

6. Opranusanusi OKa3aHUA MeIUIUHCKON MOMOIIHA

MenuiHCKast TOMOIIb, 32 UCKIIFOUEHUEM MEIUITMHCKOW MTOMOIIM B paMKax KIIMHMYECKOMW armpoOarinw,
B cootrBeTcTBUH ¢ DenmepanmbHpiM 3akoHOM OT 21.11.2011 Ne 323-d3 (pex. ot 25.05.2019) «O6

OCHOBAXx OXpaHbI 3JO0POBbS I'PAKIAH B Poccuiickoit dbeﬂepauﬂn» OPraHU3yCTCA U OKA3bIBACTCSI:

1. B COOTBETCTBUH C TOJOXKEHHUEM 00 OpTraHW3alMKM OKa3aHWS MEIUIIMHCKOW ITOMOIIM IO BHIAM
MEIUITMHCKOW TIOMOIIM, KOTOPOE YTBEPXKIACTCS YIOJHOMOYCHHBIM (erepaibHbIM OpPraHOM
WCMOJHUTEIBHOM BIIACTH;

2. B COOTBETCTBHH C MOPSIKOM OKa3aHHUS MOMOIIU 0 TPO(PHUITIO «reMaTOJIOTHS», 00sS3aTeIbHBIM JIJIS
WCTIOTHEHUs Ha Tepputopun Poccuiickonn denepanuy BCeMU MEAUIIMHCKUMA OPTaHU3AlUSIMU;

3. Ha OCHOBE HACTOSIIIMX KIMHUYECKUX PEKOMEHAAINN;

4. c y4eToM CTaHAApTOB MEAMIIMHCKON MOMOIIH, YTBEPKACHHBIX YIIOJTHOMOYEHHBIM (eaepabHbIM

OpraHnomMm HUCIIOJTHUTEIbHOM BIIACTH.

[lepBuunas cnenuanu3upoBaHHAs MEIUKO-CAaHUTApHAs MMOMOIb OKa3bIBA€TCSI BPAYOM-I€MaToJIOrOM U
WHBIMH BpadyaMU-CIEIUATUCTaMU B IEHTpe aMOyJIaTOpHON TIeMaToJOoTHYeCKON/OHKOIOTrHYeCKOU
nmoMoi Ju00 B TMEPBUYHOM T€MAaTOJOTHYECKOM/OHKOJIOTHUYECKOM KaOWHETe, TEepBUYHOM

réeMaToJIOrM9CCKOM OTACIICHUHU, IMOJIUKIIMHUYICCKOM OTACIICHUN OHKOJIOTHUYCCKOTO JUCITaHCCPAa.

[Ipn BeisBneHun y nanuenta BKJI winm nmogo3peHnn Ha HEro BpadyM-TEpAIeBTHI, BPAYU-TEPANECBTHI
y4acTKOBBIC, BpauM 00IIel MPaKTUKH (CEMEWHbIE BpayuH), Bpaun-CIICIIUATUCThI, CPETHUE MEIUITTHCKHE

pa6OTHI/IKI/I B YCTAHOBJICHHOM IIOPAAKC HAIIPABJIOT ITaOUCHTA Ha KOHCYJIbTAlIMKO B LCHTP



aMOyJaTOPHOM TeMaTOJIOTHYEeCKOM/OHKOIOTHUECKON MOMOIIY JTUO0 B NIEPBUYHBINA TeMaTOJIOTHYECKUI
KaOMHET, EPBUYHOE IeMaTOJIOTMYECKOE OTIEICHUE MEAMIIMHCKONW OpraHu3aliM IJis OKa3aHWs eMy

IIEPBUYHOM CIIENUAIIU3UPOBAHHON MEIUKO-CAHUTAPHOU ITOMOILIU.

Bpa‘-I-FCMaTOJ'IOI‘ aM6YJIaTOpHOFO WM CTAallMOHAPHOI'0 3BCHA reMaToJIOTHUECKOU IMOMOIIN OPTraHU3YCT
BBIITIOJIHCHHUC JTUAIrHOCTHYCCKHX HCCHGIIOB&HPIIZ, HGO6XOIII/IMLIX JJIA YCTAHOBJICHUA AWMArHO34, BKIIKOYasa

pacpOCTPaHEHHOCTh U CTA/IUIO 32a00JIeBaHUSI.

B ClIydac HCBO3MOXHOCTHU IIPOBCACHUA OUAIHOCTUUCCKUX I/ICCJIeI[OBaHI/Iﬁ MaguCHT HAIIPaBJISICTCSI
JieqamyM BpadyOM B MCIHUIIMHCKYIO OPTraHU3aluIiO, OKA3bIBAIOITYI0O MCIUIIMHCKYTIO ITIOMOIIb ITAllMCHTaAM
C TreMaToJIOTHYCCKUMU 3a00JICBaHUSIMH JUIIsL YCTAHOBJICHUA Juardo3a n OKa3aHHuA

CHCHH&HHSHPOB&HHOﬁ, B TOM YHUCJIC BBICOKOTGXHOHOFHHHOﬁ, MEJMIIMHCKON MOMOIIIH.

[Ipn BeisiBIeHMM BKJI wim mogo3peHMr Ha HEro B XOJ€ OKa3aHHsl CKOPOW MEIMIIMHCKON IMOMOILIH
MAIMEHTa MEPEBOAAT WJIA HAIPABISIIOT B MEAULIMHCKUE OPraHU3alMM, OKA3bIBAIOIINE MEIUIIMHCKYIO
MIOMOIIb TAIIMEHTaM C TeMaTOJOTHYECKUMH 3a00JIeBaHUSIMU, ISl ONpEAeNICHUs] TAKTUKU BEICHUS U
HEOOXOIMMOCTH  MPUMEHEHUs  JOMOJHUTEIBHO  JIDYTUX  METOIOB  CIELUAIU3UPOBAHHOTO

IPOTHUBOOITYXOJICBOTO JICUCHUA.

Cneunanu3npoBaHHasi, B TOM YHCJIE BBICOKOTEXHOJOTMYHAS, MEIUIIMHCKAs MOMOIIb OKa3bIBACTCS
BpPauaMHU-IeMaToIOTaM B MEJIUIMHCKUX OPraHU3alusX, OKa3bIBAKOIIUX MEIUIUHCKYK ITOMOIIb
nanmentaM ¢ BKJI, umeromux nuieH3uio, HEOOXOAMMYIO MaTepuaIbHO-TEXHHUYECKYI0 0as3y,
CcepTU(UITMPOBAHHBIX CIICIIUAIMCTOB, B CTAIIMOHAPHBIX YCIOBUAX M YCIOBHUSIX THEBHOTO CTAIMOHApa U
BKJIFOYAET MPOGUIAKTHKY, TUATHOCTHKY, JICUEHHWE T'eMaTOJOTUYECKUX 3a0o0jieBaHUM, TpeOyromux
HCTIOJIb30BaHUS CIIEIUATBHBIX METOJIOB U CIIOKHBIX YHUKAJIBHBIX MEAUIIMHCKAX TEXHOJOTUM, & TAKXKE

MCIOUIIUHCKYIO pea6HHI/ITaHI/I}O.

B MenummHCKON OpraHu3aiuy, OKa3bIBAKOIIEH MEIMIIMHCKYI0 rnoMouls nanueHtam ¢ BKJIL, Takrnka
MEIUITTHCKOTO OOCIICIOBAHMS U JICYCHUS YCTAHABIUBACTCS BpauaMU-Te€MaTOJIOTaMH C MIPUBJICUCHUEM
npu HeoOXOAMMOCTH JAPYTUX Bpadel-CHelHUaTucToB, NpU HEOOXOAMMOCTH — C MPOBEICHUEM
koHcwinyma. Pemenue koHcmiamyma Bpadedl  oopmiisieTcs  MPOTOKOJIOM, — MOAMHCHIBAETCS

yY4aCTHUKaMH KOHCHUJIMyMa Bpaqeﬁ W BHOCHUTCA B MCAUIMUMHCKYIO JOKYMCHTAWIO IMAIlUCHTA.

ITokazanusa Kk TroCiinTaau3allui B prrJIOCYTO‘IHHﬁ nIn HHGBHOﬁ cTamroHap MG,I[I/IHI/IHCKOﬁ
OpraHu3aluu, OKEBLIBEIIOIJ.[Gﬁ CIICOUAIU3UPOBAHHYIO, B TOM YHCJIC BBbICOKOTCXHOJIOIMYHY1O,
MCIUIMWHCKYIO IIOMOIIb II0 HpO(i)I/IJ'IIO «reMarToJIorusa», OIpPeACIAIOTCA Bpa‘{OM-FeMaTOJIOFOM/

KOHCHJINYMOM Bpaqeﬁ C IIPUBJICUCHUCM IIpU H€O6XOIII/IMOCTI/I APYyTux Bpaqeﬁ-CHeHI/IaHHCTOB.
Iloka3zanus 1J1s1 IJIAHOBOM rOCIUTAJIU3AIMM

1. mpoBeneHue Tepanuu B Clydasx, TPeOyIOIUX KPYITIOCYTOYHOTO HAOMIOACHMS 3a MalKUEeHTOM IO
TSKECTU COCTOSIHUS, OOYCIIOBJIEHHOTO JIEHKO30M WJIM OCJIOKHEHUSMHU 3a00JIeBaHMS, WU IO
MPUYHAHE PUCKOB OCIIOKHEHHUH, CONPSIKEHHBIX C IPOrPaMMOU JICYEHUS] WA COITYTCTBYHOIIUMH

3360H€B3HI/IHMI/I;



2.

O6CJ'I€210B3,HI/I6 IMmanueHTa, B TOM 4YHCJIC BKJIOYAIOIICC OMOIICMY M WHBA3UBHEIC BMEIIAaTCJIbCTBA, B

ClIy4dasX, Korjia OHO HC MOXCT OBITH IMPOBCACHO aM6YJIaT0pHO.

Iloxa3zanus aJsi 3KCTpeHHOﬁ rocnmuraJamu3anmum:

. pazButHe TsDKENo mHpexuuu (B cBa3u ¢ HelTponenuerd npu BKII 3arpynneno ¢popmupoBanue

OTYETJIMBOTO ouara MH(MEKINH, TO0ITOMY THKECTh MH(PEKIMHU OINpeAeseTcs TUMepTepMUe, He
KyImUpyeMOil  aHTHOAKTEepHaNIbHOW Tepamueld, CHUMITOMaMU WHTOKCHKAIUM, TMpU3HAKAMU

CCIITUYCCKOI'O COCTOAHUA, I[BIXaTeHBHOﬁ HeIIOCTaTO‘-IHOCTI/I);

. TSDKCIIOC COCTOAHUC B CBA3H C HAJTUIHUEM ICKOMIICHCUPOBAHHLIX, YI'POXKAIOIINX KU3HU I_II/ITOHGHI/Iﬁ

(cumnTOMHas TIyOOKash aHEMHUS, 3HAYUTENbHBIM TeMOppParuyecKuil CHHIPOM, HEUTPOTICHUS C

I/IH(i)eKHI/IOHHI:oIMI/I HpO)IBJICHI/IHMI/I);

.pazeutue ociuoxkHennit BKJI, Bkitouas paspblB (MM yrpo3y pasphiBa)  CEJIE3€HKH,

HEUPOJECUKEMHUIO, TUIEBPUT C MPU3HAKAMU JABIXaTEIbHOU HEAOCTATOYHOCTH, IAPAHEOIIIACTUYECKUE

N ayTOUMMYHHBIC CUHAPOMBI, IPYTUC OCIIOKHCHHA, YIPOXKAOMIUC )KU3HU,

. pa3BUTHUC OCJI0KHECHUM TCpalinyv, BKJIHOHasd MHEIO0TOKCUYECKHUI arpanyjoguro3 ¢ J'IPIXOp&I[KOfI,

TsKeNble MH(PY3UOHHBIE PEaKLUU U APYTHUE OCIOKHEHUS, YTPOKAIOUIUE )KU3HU.

IToxa3aHus K BbINKCKE MAUEHTA U3 craguoHapas:

1.
2.

3aBepIIeHue 00CIeI0BaAHNS,

3aBepIICHUE Kypca JICUeHMUS,

3. nmepexof Ha aMOyJIaTOPHBIN ATal JICUECHHUS;
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. B ClIy4dadXx, Korja 1o pCmcHHuIO Bp&‘-IC6HOfI KOMHCCHHU Hpe6BIBaHI/Ie manueHTa B CTalMOoHape HC

JOCTH)KEHUE 0’KUIaeMOT0 3(peKTa OT JeueHus;

II0Ka3aHO B CBA3HU C 6CCHepCHCKTI/IBHOCTI>IO JICUCHUS H HCO6XOI[I/IMOCTI>}O OKa3aHHusa TOJBKO

MaJJIMaTUBHOM ITOMOIIIH.

3akiIl04eHre o 11e1eco00pa3HOCTH MEPEeBoia MaueHTa B MPOPUIbHYI0 MEAUIMHCKYIO OpraHU3alHIo

COCTAaBJICTCA  IIOCJIC HpeﬂBapHTeHBHOﬁ KOHCYJIbTAllUM II0 TMPCAOCTABJICHHBIM MCIUIMWHCKHUM

AOKYMCHTaM W/ Uin NpCABAPUTCIBHOIO OCMOTpPA IMAaOMCHTA BpadvaMH-CIICOUAIIMCTAMHA MGI[PIHI/IHCKOﬁ

OpraHU3aIlid, B KOTOPYIO INIAHUPYETCS TIEPEBOI.



6. JlonoaHuTeabHAsA HHGOpPMAaLMs, BJIUSIONIAS HA
TeUeHHe U UCX0I 3200/ IeBaHUS

Jleuenne BKJI B nepuon 6epeMeHHOCTH

[Ipu ycranosnenun pauarHosza BKJl y OepeMeHHOI, TaKTHKa JI€UEHHUS ONPENENAETCS CPOKOM

6epeMeHHOCTI/I " BBIPA’KCHHOCTBIO CUMIITOMOB 3a00eBaHMs.

B cnyuyae Oepemennoctu y mamuentku ¢ BKJI Ge3 mokazanuii K HEOTVIOKHOMY J€UeHHUIO (Tpu
HETTyOOKOH IMTONEHWHW W HE3HAUYUTEIHHOW CIJICHOMETajduu, 0e3 WH(EKIIMOHHBIX TPOSBICHHN)
BO3MOXKHO HaOmofeHue. B To ke Bpemsi KpallHE OINACHO NACCMBHOE BEJIEHUE IMAalUEHTOK C
yIIyONISIOMICHCST UTONICHHEH — HaMpOTHB, HEOOXOAWM OBICTPBIM BBHIOOP aJCKBATHOW TAKTHKU
JICYEHUs JUTsl CBEICHUS K MUHUMYMY OCJIOXHEHUH M PUCKOB TEUCHUS OCPEMEHHOCTH U POJOB IS

Matepu 1 pedeHka [43].

[Ipn Hamuuuu KIMHWYECKUX TokazaHui K JsiedeHnto BKJI Ge3omacHbIM B mepuon OCpeMEHHOCTH
SBJISIETCSl TIpUMeHeHne #untepdepona o (B TOM ke pekuMe JI03UPOBAHUS, YTO M y HEOEpEeMEHHbBIX
NAlMEHTOB), IOCKOJIbKY O3TOT NpernapaT HE OKa3blBA€T OTPHUIATEbHOTO BJIUSHUS HAa TEUEHUE
O6epeMeHHOCTH, pojbl, pa3BuTue miuoaa [44]. [Ipu Beiasnennn BKJI Ha panHuX cpokax OepeMEeHHOCTH
BApPUAHTOM TEPANMUU MOXXET OBITh CIUVICHIKTOMHUS C TOCICAYIOIIMM HAOIIONCHUEM U JTUOO OTCPOYKOMN
JIEUEHUS JI0 poAOpaspelieHus, Judo, Mpu HEOOXOAUMOCTH, NpUMEHEHHEM HUHTep(depoHa .
Hcnonb3oBanue aHaIoroB MypuHOB, #puTykcumabda™*, #semypadennda™* B nepuoa 6epeMeHHOCTH HE
PEKOMEHTyeTCs, HO MOXKET OBITh BBITIOJIHEHO 110 KU3HEHHBIM MOKa3aHUSIM (TIpermapaThl TPUMEHSIOTCS

B T€X )K€ PEeXKMMAX JO3UPOBAHUS, YTO U Yy HeOepeMeHHbIX nanuenToB ¢ BKJT) [43].

JHuarno3 BKJI u ero neuenue B anamHe3e, B TOM YHCIIC aHAJOTaMH ITyPUHOB U #pUTykcuMaboM™*, He
SBIIAIOTCS TIPETISITCTBUEM /11 OEPEMEHHOCTH U POJOB B MEPUOJ PEMUCCUU. PexoMeHyeMbIit Iepros

MIPENOXPAHEHUS OT 3a4arus cocTasisier 6—12 mec.

ConpoBonurebHas Tepanus v Jeyenue ocaoxuenunii BKJI

1. OcJ10:)kHeHMSs], CBSI3aHHBIE ¢ BBeJleHMeM UHTep(depoHa anbda, KiagpuduHa, puTykcumMada
Hnumepgpepom a

Bcem mpenaparam uHTepdepoHa o CBOWCTBEHHA MUPOTEHHAs peakiusl (TPUIIIONOI00HBIA CHHIPOM),
CTENEHb BBIPAXKEHHOCTU KOTOPOW MHAMBHUAYaJIbHA U BaApbUPYET OT OECCUMITOMHOIO cyOdeOpunnrera
JI0 TEKTUYECKOW JIMXOpPaJKh C O3HOOOM, OoisiMM B cCycTaBax W Mbllax. Yaiie BcTpeyaeTcs
yMEpPEHHass NUPOTre€HHAasl PEaKius, BBIPAXKEHHOCTh KOTOPOM B TEUYEHHE 2 HEJeIb MOCTENEHHO
CHIDKAeTCs 0 MUHUMYMa IO Mepe «IpuBbIKaHUs». [l mpoduiakTUKM TaHHOTO OCIOXKHEHHS
tepanuio VDo npoBogsaT ¢ mnpemenukanuen napameramoioM™* B noze 500 Mr BHYTpb, WU
WHJIOMETAlMHOM, 25 MI BHYTpb, 3a 30 MHH 10 BBEAECHUS Ipenapara, U HaYMHAKOT JICYEHUE C JI03bI
Nda, cocrapnstomeiil—1,5 mua ME, noctenenHo 3a 1—2 Henenu moBwImIas ee 10 «padodeily 10361
3 muiH ME.



Kpaiine penxo mpu Tepanuu uHTEp(EepoHOM anbda pa3BUBAIOTCS MMMYHOKOMIUICKCHBIH BAaCKYJIHT,
WHIYPAaTUBHBI MHUO3UT, TpeOyIolKre OTMEHBI IIpenapara W Tepalud TIITIOKOKOPTUKOUJIAMU U

masmadepesa.

[Tpu noBeIieHny Ha (poHe edeHust HHTephepoHOM anb(ha aKTUBHOCTH aMUHOTpaHc(epas TpedyoTcs
uckitoueHne renatutoB B u C, KOHTpOIb aKTUBHOCTU aMUHOTpaHC(depa3 B JUHAMUKE C BPEMEHHOU
orMeHol unreppepona anbda npu npesbimeann AJIT u ACT BepxHel rpaHuIlbl HOPMBI O0jIee YeM B

S pa3 v TPOBEICHUEM I'E€NAaTOTPONMHON U I€3UHTOKCUKALIMOHHOMN TEPaIUH.
Knaopubun

[Ipenapar ne TokcuueH (B mpumensieMbix npu BKJI no3zax He oOnagaer kapauo-, remaro-, Hedpo- u
HEHPOTOKCUYHOCTBIO), HE BBI3BIBAET TOLIHOTY U pBOTYy. Penkoe ocnoxknenue (2% ciydyaeB) —
HeMH()EKIIMOHHAS TUTIEPTEPMUS TOCIIe BBEACHUS, KOTOpas yaIle HaOlloJaeTcsl Mpy CUHAPOME JIU3UCca
omyxonu. [Ipemapar BbI3bIBAET MHEIOTOKCHMUYECKHN arpaHyiaoOlKUTO3, OJHAKO TMPH €ro MPUMEHEHUU
nocie Kypca tepanuu uHTepdepoHoM anb(a 3TO OCIOKHEHHE HaOogaeTcs Tullb B 5% CiydyaeB U
mmrtest 2—S5 nHed. B aTOoM cimydae mpoBOAMTCS CTaHIApTHas NPOQPUIaKTHKAa HHQPEKIIMOHHBIX

OCJIO)KHEHHH, KOJIOHUECTUMYIUPYIOIINE POCTOBBIE (haKTOPhI OOBIYHO HE MPUMEHSIIOT.
#Pumyxcumao **

HpenapaT BBI3BIBACT CTAHAAPTHBIC OCIOXKHCHMA, CBA3AHHBLIC CO CKOPOCTBIO BBCACHUA. HpI/IMeHHIOT
AHTUTUCTAMHUHHYIO TCpallnio, HA3HAYAIOT TJIIOKOKOPTUKOUABLI, YMCHBLIIAIOT CKOPOCTb BBCIACHUA

#putykcumabda™*.
2. Heiitponenusi 1 MH(pEKUMOHHBbIE 0CJI0KHEHU S
Kononunectumynupyronme npu BKJI, kak npaBuio, He IPUMEHSIIOT.

Nudexmonnsie ocnoxHeHHs cBoWCTBeHHBI camomy BKJI u cBsizaHbl ¢ HEWTpoOmEeHHEH,
MoHoLMTONIEHUEeH. ['uneprepmusi mpu 3TOM 3a00J€BAHUU HE SBISETCS CUMITOMOM OITyXOJIEBOU
uHTOKCHKanuu. MHpexnuu coyxkat ocHOoBHOM mpuuuHOi sneranbHoctu npu BKJI, mostomy mrobas
TUIIEPTEPMHUS, HE CBs3aHHAs C NHUPOreHHOM peakuuen Ha HMda, nomKHA pacUEHHUBATHCS KAk
UH(EKIIMOHHOE OCJIOKHEHHE U TpeOyeT HEeMEIJIEHHOW aJeKBAaTHOM aHTHOaKTepuaabHOU (110
MOKa3aHUsIM — MPOTHUBOBUPYCHOM, MPOTUBOrpUOKOBOI) Tepanuu. Hambonee uvacTto BO3HHUKAIOT
3aTsDKHBIC OPOHXHTHI, THEBMOHWHW, WH(EKIIMU MATKUX TKaHer (abcrmecc, (iaerMoHa, mapampoKTHT),
CUHYCUTBI, TOH3WUIUTHI, HWH(QEKIMs, BbI3BAaHHAs BUPYCOM TIPOCTOro repreca. TeueHue
unpexnuonHoro npouecca npu BKJI omnmyaeTcss CKIOHHOCTBIO K TeHepaiu3aluu (Cencuc) u

abcuenupoBanmio. Hepenko BcTpedaeTcs: coueTaHue ¢ TyOepKyIe30M.

AHTuOakTepuanbHas Tepanus W NpOoPMIAKTHKA TI'pUOKOBOM MH(MEKIMH MTPOBOAITCS COINIACHO

MNPUHATBIM IIPOTOKOJIaAM IJIA JICUCHUA I/IH(beKI_II/IOHHBIX OCJIO)KHCHUM B MNCpUOJ arpanyjiIonnuTo3a.

3. I'emopparuyeckue oCa0KHEHHS



Hecmorpss Ha TpoMOOIMTONEHMIO, BBIpOKEHHBIE TeMopparudyeckue mposisiaeHus st BKII
HexapakTepHbl. OOBIYHO BCTPEUAETCS] YMEPEHHBIN KOXKHBIM reMOpparu4ecKuii CHHJIPOM, KYIIUPYEMBbII
CUMIITOMATHYECKON Tepamueld, He TpeOyrommid 3aMeCTUTEIBHBIX TpaHChy3uidl TPOMOOIUTAPHOM
maccel. Ilpu rnyGokoit TpomGouuromennn (< 20 x 107 /1) ¢ BBIpaXKEGHHBIM TIe€MOPPATHYECKHM
CHUHIpPOMOM WX Ha (hoHe MH(EKIHOHHOTO Ipoliecca HEOOXOAUMBI TpaHCPy3uu TPOMOOIMTAPHON

MAacCCBhI.
4. AHeMHMYeCKHUIl CHHAPOM

KnuHnyeckn KOMIEHCHMpOBaHHAs aHEMHUs C YpOBHEM reMornobuHa > 70 r/m oObluHO HE Tpelyer
3aMECTUTENBHON TpaHCchy3uoHHOU Tepamuu. [emorpancdy3un MPOBOASATCS TPHU JIEKOMIICHCAIIUH,
CBSI3aHHOW C aHeMHel, mpu J00oM ypoBHe remornoOnHa. Heo0XoauMo yTOUYHUTH BHJI aHEMHUH, TaK
KaK MPUYMHA JTAHHOTO OCJIOKHEHUs MOXeT ObiTh He cBsizaHa ¢ BKJI (wacto — neduuur >xenesa,
BuTamuHa B12), 1 Ha3HAYUTH COOTBETCTBYIONUIYIO Tepanuio. [Ipu UCKIIOUeHUN UHBIX TPUYUH aHEMUH,
CTOWKOM CHIKEHHUH YpOBHSI remorioomHa n0 < 50 r/m TpebyeTcss Ha3HaYeHHE SPUTPOMOITHHA** B
cranaaptHeix no3ax: 10 000 ME 3 pasa B nengenro i 30 000—40 000 ME 1 pa3 B Henento B TeueHue
4—S8 Henens.

5. HNudapkr u pa3psbiB cesie3eHKH

Nudapkr u paspeiB cenesenku — peakue ocnoxknenus BKJII, HecMoTps Ha 3a4acTyro 3HAYUTEIHHO
BBIPOKEHHYIO CIUICHOMETrannioo. Pa3pbiB cene3eHKkH (OOBIYHO TIOCHIE€ TpaBMbI) — TMOKa3aHUE K
AKCTPEHHOU cruieHdKkToMuu. [Ipu pazButun nHpapkra ceae3eHKd BO3MOKHA KOHCEpBAaTHUBHAs TaKTHUKa
JIEYEHUs C MPUMEHEHHEM aHTUOaKTepHaibHOW Tepanuu. [loBTOpHBIE MH(APKTHI CENE3EHKH TaKXKe

ABJIAIOTCA NOKa3aHUEM K CIINICHOKTOMUH.



Kpurepun oieHKH KayecTBa MEIUIIUHCKOU MTOMOLIH

Ne Kputepumn kauecrBa BbinonHeHo

1 MaumeHTy c nopo3peHneM Ha BKJ1 unu BbigBneHHbiIM BKJ1 npu nepBuYHOM Wn na/Her
NOBTOPHOM MpUEMe BbIMOAHEH O06WMA (KAWHUYECKUIA) aHanu3 KpPOBWM pasBEPHYTbIA C
onpesenieHNeM YypoBHeW remornobuHa, 3puUTPOUMTOB, TPOMOBOUMTOB, JIEMKOLMTOB,
NOACYHETOM NIEMKOLUTApPHOM POpMYbI

2 MauneHTy € nofo3peHneM Ha BKJ1, a Takxxe npu ncknodeHnn peunamsa BKJ1 BbinosiHEHO Aa/HeTt
uMTONIorMyecKkoe uccrneposaHve (MyHKUMS) MM NaTONOroaHaTOMUUYECKOe UCCnefoBaHue
6uoncuiiHoro (onepaunoHHOro) MaTepmasna KOCTHOro Mo3ra

3 MaumneHTy c nono3peHmneM Ha BKJI, a Takxe npu ncknodeHnn peuuamsa BKJT BbInonHEHO na/Her
nccnegoBaHne 6MO0rMYEcKOro Matepuvana KpoBM WMAM  KOCTHOMO MO3ra MeToAOM
NPOTOYHOM LUTODyOpPUMETPUM

4 MauneHTy nNpu yctaHoBke amarHosa BKJ1, a Takxe npu oueHke 3hPHEKTUBHOCTU Tepanum na/Her
U ucknveHnn peumamsa BKJ1 BbinonHeHa KT wmam ynbTpa3ByKOBOE uccnenoBaHUe
opraHoB 6pHOLLHON NOSIOCTU

5 MauneHTy c BepuduuMpoBaHHbIM BKJT ¢ Hanuumem nokasaHWi K JledyeHU0 HadvaTo | pa/HeTt
cneundunyeckoe neyeHne
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MPHI] um. A.®. [{p16a — punmmana ®I'bY «tHMUIL] paauonorum» Munzapasa Poccun
HNBanoB Cepreii AnaroaseBu4, npodpeccop PAH, n.m.H., gupexktop MPHI] um. A.®. [p16a —
¢ummana ®I'bY «HMUL] paguonorun» Munzapasa Poccun

. Xainoa Kanna BaagumupoBHa, K.M.H., 3aMECTHUTEIb JUPEKTOpAa IO OPTaHU3AIMOHHO-

Meroanueckon pabore MPHII mm. A.®. [piba — ¢unmmana ®I'bY «HMUL[ pamuronorum»

Munzapasa Poccun



12. I'eBopksin Turpan I'arukoBuy, 3amectutens gupekropa HUM KOP ®T'BY «HMUII onkonoruu

um. H.H. biioxuna» Munznpasa Poccun

KonguaukT nHTEpECOB — OTCYTCTBYET.



IIpunoxkenne A2. MeronoJiorusi pa3padoTku
KJINHUYECKHUX PeKOMEHIAIMHT

HeneBasi aynnTopus JAHHBIX KIMHUYECKUX PEKOMEHIALMIi:

e BpPA4YU-TEMATOJIOIH,

e BpPa4YMU-OHKOJIOT'H.

MeTonosnorus coopa 10Ka3aTebCTB
Mertozpl, HCTIONB30BaHHBIE /IS cOOpa/CeNeKIINM TOKAa3aTeIbCTB!

[Tonck myOnuKanuii B Crieluain3upOBaHHBIX MEPUOANUECCKHUX MTEYATHBIX U3/IaHMSIX.

ITouck B IJIEKTPOHHBIX 0a3ax JAHHBbIX
ba3nl JAaHHBbIX, UCITIOJIB30BAHHBIX HJIA C60pa/CeJ'I6KI_[I/II/I J0Ka3aTCJIbCTB:

e JIOKA3aTEIIbHOW 0a30il ISl peKOMEHJAIMK SBISIOTCS IMyOJUKAIlUU, BOMICAIINE B 0a3bl JaHHBIX
PubMed u Medline. ['my6buna noucka coctamsiia 30 ner.

MeTobl, KCITOIL30BaHHbIE IUIS aHAJIN3a J0KA3aTelIbLCTB:

. 0030pbI OITyOJIMKOBAHHBIX METAaaHAIU30B;

. CHUCTEMAaTHYECKHE 0030PHI C TAONMHUIIAMHU JJOKA3aTEIIbCTR.
Merozsl, MCITOIB30BaHHbIE JJIS KA4€CTBA U CHIIBI I0KA3aTEIbCTB:
. KOHCEHCYC DKCIICPTOB;

o OIIEHKA 3HAYMMOCTH JI0KA3aTe€JIbCTB B COOTBETCTBUU C PEUTHMHIOBOM CXEMOU JOKa3aTEIbCTB
(Tabm. A1-A4).

Ta6muma Al. Illkama OIEHKHM YpOBHEW mI0CTOBepHOCTH mokaszarenbeTB (YJ) mas meromos
JTUATHOCTUKH (TMarHOCTHYECKUX BMEIIATEIHCTRB)

yaa PacwudpoBka

1 CuctemaTtnyeckme 0630pbl MCCNeAoOBaHWI C KOHTponeM pedepeHCHbIM MeToAOoM WM CUCTeEMaTUyeckuin 0630p
PaHAOMU3NPOBAHHbIX KITMHWUYECKMX UCCIEeA0BAHMIN C MPUMEHEHWEM MeTaaHannsa

2 OTaenbHble nccnenoBaHus C KOHTpO/1EM ped)epeHCHblM MEeToA0M WU OTAENIbHblE PaHAOMU3UPOBAHHbIE KJIMHUNYECKKNE
nccnenoBaHnda M CcUCteMaTunyeckue O630pb| nccnegosaHuin noboro AusariHa, 3a UCKIKYEeHMEM PaHAOMU3NPOBAHHDbIX
KNUHUYECKNUX nccneaosaHnun, ¢ npuMeHeHMEM MeTaaHa n3a

3 WccnenoBaHus 6e3 nocnefoBaTeNlbHOr0 KOHTPONs pedepeHCHbIM MeToAOM WM UCCefoBaHus € pedepeHCHbIM



MEeToAO0M, He gdBndwwmMmMca Hes3aBUCMMbIM ¢ OT MUCCeayeMoro Metoaa WM HEpPaHAOMU3UPOBaHHbIE CpaBHUTEJIbHbIE
nccneanoBaHuda, B TOM YMCNE KOrOpTHbIE nccnegoBaHns

4 HecpaBHUTeNbHbIE NCCIEA0BaHUSA, ONMUCAaHUE KJIIMHUYECKOro criydas

5 MmMeeTcsa nuwb 060CHOBaHWE MexXaHM3Ma AEeNCTBUSA NN MHEHUE SKCNepToB

Tab6muma A2. I[llkama OIIGHKHM YpOBHEW mM0oCTOBepHOCTH mokaszarenbeTB (YJ) mas meromoB
npoUIaKTUKK, JIedeHUS U peabunutanuu (MpodUIaKTHISCKHUX, JEUCOHBIX, PeabMINTAllMOHHBIX

BMEIIIATENbCTB)

yaa PacwumdcdpoBka

1 CucteMaTUyeckmnin 0630p paHLOMU3NPOBAHHbLIX KIMHUYECKUX UCCNEA0BaHUI C NpUMEHEHWEM MeTaaHanunsa

2 OTaenbHble paHOAOMU3NPOBaAHHbIE KJIMHNWYECKME WncCcnegoBaHna UM cucrteMmaTunydeckue 0630pb| nccneposaHuii noboro
An3anHa, 3a NCKNKYEHNEM PaHAOMU3NPOBAHHbLIX KITUMHUYECKUX UCCNeaoBaHUN C NMpUMEHEHNEM ME€TaaHalM3a

3 HepaHaoMU3MpoOBaHHbIE CpaBHUTESbHbIE UCCNEA0BAHUSA, B TOM YNC/1E KOMOPTHbIE NCCNeA0BaHUS

4 HecpaBHUTeNbHblEe WCCNefOBaHWUSA, OMUCAHWE KIMHUYECKOro ciaydas WM cepum CcnydyaeB, WUCCef0BaHUs <<cnyqal7|—
KOHTPO/1b>»

5 MmeeTca nuwb 060OCHOBaHWE MexaHW3Ma [AEeNCTBUS BMellaTeNbCTBa (.CI,OKJ'IVIHVI'-IeCKVIe VICCJ'Ie,EI,OBaHVIﬂ) nan MHeHune
3KCnepToB

Tabamua A3. Illkana ouenku ypoBHed yOeautenbHOCcTH pekomeHpanuit (YYP) s meronos
NpoUIIaKTUKY, AUATHOCTUKU, JeUeHUs W peabunurtanuu (MpodUIaKTUYECKHX, AUArHOCTUYECKHUX,

HeqC6HBIX, pea6I/IHI/ITaHI/IOHHBIX BMGHI&TGJII)CTB)

YYP Pacwmndcdposka

A CunbHasa pekoMeHaaumsa (Bce paccMaTpuBaeMble KpUTepUn 3PHEeKTUBHOCTU (MCXOAbI) SBASKOTCS BaXHbIMKU, BCe
nccnefoBaHMs MMEKT BbICOKOE WAW  YAOBNETBOPUTENIbHOE METOAOJIOrMYEecKoe KayecTBO, WX BbIBOAbI MO
WHTEPECYOLWMM NCX0AaM SABASKOTCS COrfacoBaHHbIMK)

B YcnoBHasa pekoMeHaaums (He Bce paccMaTpuBaeMble KpuTepumn ahhekTUBHOCTU (MCXOAbl) SBASIOTCS BaXKHbIMU,
He BCe WCCNeaoBaHMs MMET BbICOKOE WM yAOBETBOPUTENIbHOE METOLOSIONMYECKOE KayecTBO W/WIU UX
BbIBOAbI MO MHTEPECYIOLMM UCX0AaM He ABMSOTCA COrflacoBaHHbIMK)

C Cnabasi pekoMmeHaaums (OTCyTCTBME AOKa3aTeNbCTB Haafexalero kayectsa (Bce paccMaTpuMBaeMble KpUTepumn
a(pdekTUBHOCTM (MCXOAbl) SBNAKOTCS HEBaXHbIMW, BCE WCCNeAOBaHUs WMEKT HWU3KOe MeToAosiormyeckoe
KauyecTBO M MX BbIBOAbI MO MHTEPECYIOWMM NCXO4AM He ABMSIOTCS COracoBaHHbIMMN)

IMopsiiok 0OHOBJIEHNSI KIIMHUYECKUX PEeKOMeEH/Ialuid.

MexaHu3mM OOHOBIIEHUS KIMHMYECKUX PEKOMEHJAIUN NpelycMarpuBaeT HUX CHCTEMATUYECKYIO
aKTyaJIu3alMo — He pexe 4eM | pa3 B 3 roga, a Takke MpHU MOSABICHUH HOBBIX JAHHBIX C MMO3ULUU
JI0Ka3aTeIbHOW MEIUIIMHBI M0 BOMPOCAM JAHArHOCTUKH, JICUCHHS, TPODUIAKTUKY U peadMIUTaINH
KOHKPETHBIX 3a00J1€BaHNI, HAJTMYUHU OOOCHOBAHHBIX JIOMOJIHEHU/3aMEUaHU K PaHEe YTBEPKIACHHBIM

Kimanueckum pekoMeH1anusaM, Ho He Jaie 1 pa3a B 6 mec.



Ipuaoxkenue A3. CBsi3aHHbIE JOKYMEHTbI

Cnpagounvie mamepuaibl OMcymcmeyiom.



Ipusoxxkenue b. AJroputMbl BeJleHUS NAIUEHTA

TAUMERT C BOMOCATOKNETOMHEM
MedinaoM

Hafmogexue

I

Kospons 1 paa B 1-346 Mac.

¥ 3
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W HHCDEKLAN T

WrmepdeapoH ansda 3 mnH Eflx 3
paaa B Heaenio X -4 wec.

b
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L
L

CnneHIKTOMHA

[OCTHrHYTA PEMACCHAT Het

IMporokou neuennss BKJI

Haoaronenue B Pemuccun



PanHui < 4-5 ner

No-a +
KnappubuH +
Putykcumat

Pe3ncTeHTHbIN

Mo3gHuii > 5 net

FI+R
Bend+R
anno TKM?
CnnexakTomus
No-a




IHpuiaoxenue B. Unopmanusa 1J18 NaNMEHTOB

BonocarokieTouHblil J1€iik03 OTHOCUTCA K XPOHMYECKUM 3a00JIeBaHUSIM. JTO O3HAYaeT, 4yToO Ha
CETOJHSIIHNN JICHb U3JICUYNBAIOIINX METOJIMK JIUII TOH 00ne3Hu He HaiaeHo. OnHako B neueHun BKJI
JTOCTUTHYT OTPOMHBIN TIporpecc — TMomoOpaHa Takas KOMOWHAIMS JIEKApCTBEHHBIX MIPeraparosB,
KOTOpas TO3BoOJisieT Oonee 4eM y 95 % mamueHTOB AOCTHYL PEMHUCCHU 3a00NeBaHUS, dalle
JUTUTEILHOM, BO BpEeMsi KOTOPOU JiedeHUEe He TpeOyeTcs W 00Jie3Hb HUKAK HE MEIIAeT HOPMalbHOMN

KH3HU.

OnacHOCTh JJIS )KU3HH MOXKET MPEACTABIATH TOJIBKO HH(MEKIIUS B IEPHO CHIIBHOTO CHIDKCHHSI YPOBHS
JEUKOIMTOB. BOT modyemy BakKHO B TEPHOJ JIEUCHHUs COOMIOAaTh BCE PEKOMEHJAIMM Bpada u
HEMEIJICHHO COO00IaTh 00 OTKJIOHEHUSX B COCTOSHHH, OCOOCHHO O TMOBBIIICHUN TEMIIEPaTyphl Tela.
Korma nedenne ycnemHo 3aBepIieHO, BAXKHO OCTaBaThCS MO HAOMIONEHWEM TeMaToyiora, peryisipHO
MIPOBOJIUTH AHAJIN3 KPOBU U OLICHUBATH pa3Mep CEJE3E€HKU. DTO JAET BO3MOXKHOCTh BOBPEMSI YBUIETh
HavyaJio penuarMBa O00JE3HH, €IIe O CHMIITOMOB, M IIPOBECTU KOPOTKUU KypC JIUCHHS, YTOOBI CHOBA
BBeCTH 00JIC3HH B COCTOsTHHME peMuccuu. [Ipn HEoOXOMMMOCTH Bpad MPEIIOKHUT TOTOJTHUTCIBHBIC

CpeacTBa JCUCHUA (HaHpI/IMep, YAaJICHUC CGH€3GHKI/I).

[Manment B pemuccuu BKJI MmoxxeT BecTu 00BbIYHBIN 00pa3 KU3HU — 3aHUMAThCA CIIOPTOM, paboTaTh U

Ap.



Hpuiaoxenue I.

[HIkaJua ouenku odouiero cocrosnusa nmanuenta ECOG

Knuandeckas ornenka oo6mero cocrosinusa nanueHta ¢ BKJI nmpoBoautcst mo mkane, pa3padboTaHHON

BocTounoit o0benuHeHHON oHKOMOTHUecKor rpynmoi (Eastern Cooperative Oncology Group) [45]
Opurunansunoe Ha3zBanue: The ECOG Scale of Performance Status

Ucrounuk: 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]

Turm: mkana oneHku
Hasnauenue: xknnHu4ueckast OlieHKa OOIIEro COCTOSHUS ITalMenTa

CogepxaHue 1 MHTEPIPETALUS:

CraTtyc (6annbi) OnucaHue o6wero COCToAHUA NaLuueHTa
0 MauyMeHT NOJIHOCTbIO aKTUBEH, CNOCO6eH BbIMOJIHATL BCe, KakK U o 3a6osieBaHUA
1 MauyneHT Hecnoco6eH BbINOJIHATb TAMXKEJYI0, HO MOX>XET BbIMOJIHATb JIErKY0 WU CUAAYYIO

pa6oty (HanpuMep, JIerkyio AOMaLLHIO WIN KaHUenspckyko paéoty)

2 MauneHT neumtca ambynaTopHo, cnocobeH kK caMooO6Cny>XMBaHUIO, HO He MOXeT
BbINONHATL pa6otry. Bonee 50% BpeMeHUM MNpPOBOAUT AKTUBHO - B BepTUKaJIbHOM
MNOJIOXKEHUM.

3 MauneHT cnoco6eH Nulb K OrpaHMYEeHHOMY cCaMOO6C/y)>KMBaHUIO, NPOBOAUT B Kpec/e Uau

nocrenu 6onee 50% BpemeHun 60apCcTBOBAHUA

4 MHBanua, coBeplleHHO He crnocobeH K caMoo6CNy>KMBAHUIO, MPUKOBAH K Kpecny wau
nocrenu

5 CmepTb

Ouenka 3pPpeKTHBHOCTH JieUeHH s BOJIOCATOKJIETOYHOIO JIelK03a

DddexT oT NeueHus NPOSBIACTCS TOCTENICHHO, 0 MEpe YMEHBIICHUS TUMGPOUTHON UHPUIBTPAIIN B
KOCTHOM MO3T€ M CEJE3eHKE U IapajuIeIbHOTO BOCCTAHOBJICHHUS JJIEMEHTOB HOPMaIbHOTO
KPOBETBOPEHHMSI, TOATOMY CyaAuTh 00 3(G(EKTUBHOCTH Tepanuu HEOOXOAMMO TIO JUHAMHKE

1a00paTOPHBIX MOKa3aTeNel U pa3Mepa CeNe3eHKH B TEUCHUE JUTUTEILHOTO MeprUo/ia BPEMEHHU.

Tak, onienka 3(p(HEeKTUBHOCTH MPUMEHEHUsI UHTEep(dEpPOHA 0. TIPOBOAUTCS HE paHee 4YeM 4depe3 8 Hel.
1ocjie Hayana ero ucnosnb3oBaHus. llpu »ToM Ha (oHe npuMeHeHHs HMHTEppepoHa o eme 10
YMEHBIICHHUsS] JUMQOINTO3a YBEIUYMBAIOTCS YHUCJIO TPOMOOIIMTOB M YPOBEHb TE€MOIJIOOWHA,
YMEHBIIACTCSI pa3Mep CEJNEe3CHKU 3a CYET CHIKCHHsI CTENEeHU WHQUIBTPAIMM KOCTHOTO MO3ra |
CeJe3eHKH OmnmyXxojeBbIMU JuM@ouutamu. Tepanusi cuurtaercs dS(PYEKTUBHON Mpu HAIUYUU

MOJOKUTEIILHOU JUHAMHUKN 110 BCEM MHIJIIM HCCKOJIILKHMM IIapaMcTpaM (YMGHBI_HCHI/IG OUTOIICHUU,



auM@OIMTO3a W MOHOLMTONCHWHM, YMEHBIIEHHWE pa3Mepa Cele3eHKH ¢  BHUCIHEpaTbHOU
mumpanenonarun). Ilpu cHwkeHun numdonuTo3a B KpoBU mnpuMmepHo A0 50 % mnpumeHeHue

UHTEp(EpOHa 0 3aBEPIIAIOT U MPOBOJAT KypC XUMUOTEPANUU KIAAPUOUHOM.

Ha ¢one xypca nedenuss KiaapuOMHOM OTMEYAIOTCS 3aKOHOMEpPHAas JTUMQOIEHUS U OJHOBPEMEHHO
IPUPOCT TPOMOOLIUTOB U YPOBHS reMorioonHa. B TeueHune nepBoro Mecsiiia 0OTMEUaeTcs yBeIHMUEHUE
(OpPMEHHBIX 3IEMEHTOB KPOBHU, OJHAKO IMOJIHOE BOCCTAHOBJICHHE I€MOTPAaMMBbI MOXET MOTPeOOBaTh

HECKOJIbKUX MCCALICB, IMO3TOMY IIPU HaJIW4YUH MOJIOKUTEIBHON JUHAMUWKH rokazarenaeu KpOBHU

MOJIHOTAa KOCTHOMO3IOBOM PEMHUCCHUN OLCHHUBACTCA HC paHCC 4CM 4YCPC3 6—12 mec. 1ocjie OKOHUYaHHUS

XUMHUOTCPAIINH.

BonpmmHCTBOM HCcienoBarenell MPUHATH CICAYIOIIME KPUTEPUH PEMUCCHM W  MHUHUMAIbHOU
0CTaTO4HOM Oosye3nu [5,12]:

Kpurepuu nojiHoi peMuccun:

e OTCYTCTBHE LIHTONCHHH: YPOBHH remMorno6uma >120 r/1, ueitrpodmmos >1,5 x 10%/1, Tpombormros
>100 x 10%/m;
e OTCYTCTBHE OPraHOMETAJIMH: HOpMaJIH3als pa3Mepa cele3eHKH, BUcHepaibHbIX JIY;

e OTCYTCTBUE «BOPCHUHYATHIX» JTUM(OIMUTOB B nepudepuyeckoit kposu u <1 % B KOCTHOM MO3Te€.

Hekotopsle uccrienoBaresn BbIACISIIOT HOIHYIO PEMHUCCHIO C PE3UAYAIbHON O0NE3HBI0 NMPU HAIUYUU

1-5 % «BOpCUHYATHIX» JTUMQPOIMTOB B KOCTHOM MO3TE.
Kpurepyu 4acTHYHON peMHCCHU:

« OTCYTCTBHE IIMTONECHHH: YPOBHU reMornobuna >120 r/1, Heiirpoduiaos >1,5 x 10°/11, TpoM6oIuTOB
>100 x 107/
e YMEHbIIIEHWE OPTraHOMETAJINU U UHPUIBTPALMU KOCTHOTO Mo3ra Ooiiee yem Ha 50 %o;

e OTCYTCTBHUE «BOPCHUHYATHIX» TUMQOIMTOB B nepudepudeckoir KpoBu, HO >5 % B KOCTHOM MO3TE.
ViyuiieHrueM cYuTaeTCss HOpMaau3alus OHOTO U3 apaMeTpoB 0€3 yXyIAIIEHUs IPYTUX.
JlmutenpHOM cuntaercs pemuccus BKJII 6omee 5 et

Pe3ncreHTHOCTH (PepaKTepPHOCTD)

[Tockomeky mpu BKJI addexktuBHOCTH Tepanuu OIEHHWBAaeTCI B JUHAMUKE Ha MPOTHKEHUU
HECKOJIbKMX HENENb JICUEHUs], CYAUTh O PE3UCTEHTHOCTU K MHTEpPEpOoHy-a** MOXKHO HE paHee YeMm
yepe3 2 Mec. HEMPEPbIBHOM Tepaliu, a O PE3UCTEHTHOCTU K Tepanuu KJIaJpuOMHOM — HE paHee ueM
gyepes 1 Mec. mocne mpoBeaeHus Kypcea (Ipu YCIOBUM WCYE3HOBEHUS «BOPCHUHYATHIX JTUMQPOITUTOB U3

KpPOBH Ha (OHE JICUCHHUS).

KpnTepnn PE3UCTEHTHOCTHA K TEPaAIlUN:



« ypoBeHb remormoOmHa <120 T/1, KommdecTBo HefiTpodmmoB <1,5 x 10%/1, kommuecTBO
Tpomboruro <100 x 10%/x;

e B KpPOBHU >5 % «BOJIOCATHIX KIIETOKY;

e YMEHBIIICHUE YHCIIa «BOJIOCATHIX KJIETOK» B KOCTHOM MO3re MeHee yeM Ha 50 %;

e YMCHBIIICHHE pa3Mepa cele3eHKn MeHee yeM Ha 50 % wiau HapacTaHue pasMepa Cele3eHKH,

MOSIBJICHUE BHUCIIEPATIbHOM JInM(aieHONIaTHH, HECMOTPS Ha JICUEHUE.
Kpurepuu peuuausa:

e HaJIMYKE KJIOHA NONyasiuuu TumMporuToB ¢ Mapkepamu BKJI B kpoBU Wil KOCTHOM MO3T€;

e HapacTaHHE pa3Mepa CeIe3eHKH, 00YCIOBICHHOE JIEHKO3HBIM MOPAKEHUEM.



