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1. BBOJAHASA YACTbH

1.1 Koa(s1) MKB-9.10.11:

MKB-10 MKB-9
Kon Ha3Banue Kon Ha3Banue
C 83.0 | Iuddy3nas 40.11 | buoncus nuM@aTHIECKON CTPYKTYPhI
HEXOJ/KKUHCKas 40.21 | Ucceuenue r1yOOKOTO IEHHOTO
mumpoma, TUM(}ATUYECKOro y37a
MEJIKOKJIETOYHAas 40.23 | Ucceuenue MIOIMBIIIICYHOT'O
JUM(}ATUYECKOro y37a
40.24 | UcceueHne MmaxoBOro JUM(aTHYECKOTO
y371a
40.29 | IIpoctoe HCCEUCHUE JIpyTOn
TUM(}ATUYECKON CTPYKTYPHI
40.30 | JlokampHOE HcceueHne TuMdoy3iia
40.11 | buoncus muMdaTHIECKON CTPYKTYPHI
86.11 | brorcus KO U MOAKOXHBIX TKaHEH
41.50 | ITomHast CIJIEHIKTOMMUS
MKb-11*
Konx Ha3Banue

2A85.5 Ulumdoma 13 KJIE€TOK MAHTUHU

NB! *Ucnonvzosanue nocie paspeuienus k npumeneruio 6 PK.

1.2 Jlata pa3padoTku/nepecmorpa nporokoaa: 2016 rog (nepecmotp 2022 r).

1.3 CoxpaueHnusi, HCI0JIb3yeMble B IPOTOKOJIE:

AnnoTKM | — | AimtoreHHas TpaHCIUIAHTALMS] KOCTHOTO MO3Ta

AJIT — | AnannHamMuHOTpaHchepasa

ACT — | AcnmapraramuHoTpaHcdepasa

AyToTT'CK AyToJIOTMYHAs TPAHCIUIAHTALIUS T€MOIIOATHYECKUX CTBOJIOBBIX
KJIETOK




AyToTKM | — | AyTronornyHas TpaHCIuIaHTalys KOCTHOTO MO3ra

AUYTB — | AKTUBHUPOBAHHOE YaCTUYHOE TPOMOOIIJIACTUHOBOE BPEMSI

bCB bec coObITHIiHAS BBIKUBAEMOCTD

BAXT Bpicok0103Hass XUMHOTEPATTHS

BO3 BcemupHas opranusanus 31paBOOXpaHeHHs

I'TTII — | M'aMmarmoramMunTpaHcnenTuia3a

I'p — | I'pent

I'CK — | 'emonoaTHYecKue CTBOJIOBBIE KJIETKU

I'-KCOD — | I'panynoniTapHbIil KOJOHUECTUMYIUPYIOMUN (hakTOp

Enx — | Ennanna n3mepenus

AKKT — | XKeny104YHO-KHIIEYHBIN TPAKT

NDA — | UmmyHHO(DEpMEHTHBIN aHAIN3

NOT — | UmmyHOdeHOTHIIHpOBaHUE

NXJI — | UMMyHOEMUIIOMUHUCICHLIUS

NIrx — | UMMyHOTHCTOXMMUS

KII — | KinuHnueckuii mpoToKOII

JIKM — | Jlumdoma 13 KIeToK MaHTHHU

JIKM3 — | Jlumdoma 13 KIeTOK MAaHTHITHOW 30HBI

KT — | KomnsrorepHas Tomorpadus

KIIC — | KHCIOTHO-IIEIOUHOE COCTOSTHUE

JIII — | JlakraTmernaporeHasa

JAT — | JIyueBas Tepanus

JIII3 — | JlumdbonponndepaTuBHoe 3a00JieBaHNE

Mr — | MuwumrpamMm

ME — | MexayHapoiHasi €IUHUIA

MUAIIN, KomOuHUpOBaHHBIN OMOJIOTHYSCKUN HHACKC MEXKITYHAPOTHOTO
MPOTHOCTUYECKOTO MHJIEKCa

MKb — | MexxaynapoaHas kinaccudukarus 6omae3Hen

MKJI MantuitHokeTouHast aumdoma

Mn — | Muwmumnarp

MHO — | MexayHapoJJHO€ HOPMAJIM30BAHHOE OTHOLIEHNE

MPb — | MunumanbHas PesunyanbHast 001€3Hb (MUHUMAJbHAS

(MOB) ocTaTo4yHasi 00JIe3Hb)

OAK — | OOmui aHanu3 KPOBU

OBII — | Opransl OpPIONTHOM MOJIOCTH

OB OO0111as BEDKAUBAEMOCTD

OI'K — | Oprassl rpyJTHON KJIETKU

IIXT — | Ilonmuxumuorepanus

OMT — | OprasoB Majoro tasa

110 — | IlonHbIl oTBET

ITP — | IIporpeccus

I1LP — | [lonmumepasHas nenHasi peakius

I[IOT/KT — | ITo3UTPOHHO-IMMHUCHOHHAS ToMorpadus/KOMIbIOTEpHAs




ToMorpadusi

I1B [TpoTpoMOUHOBOE BpeMs

IITH [TpoTpOMOMHOBBIN HHACKC

IIXT [Tonmuxumuorepanus

PKHU PannoMu3npoBaHHOE KIMHUYECKOE UCCIEIOBAHNE
CMX CHOuHHO-MO3roBas KUIKOCTh

COD CKOpOCTh OCEJIaHNs SPUTPOLIUTOB

CK®D CkopocTh KIIyOOUKOBOM (priibTpaliuu

CcCcC CepaeyHo-cocyIucTas CuCTemMa

CT Crabunmnzanus

CPb C-peakTUBHBIN OEITOK

C3I1 CBexe3aMOpOXKEHHas Tu1a3Ma

TI'CK TpaHcraHTalys TeMONOTUYECKUX CTBOJIOBBIX KIIETOK
TKM TpaHcruiaHTauss KOCTHOIO MO3ra

Y] YPpOBEHbB JI0KA3aTEIHbHOCTU

Y3AI YapTpa3BykoBas norieporpadus

Y3U Y IbTpa3ByKOBOE UCCIETOBAHUE

or'JIC dubporacTpoayo€HOCKOIHS

JI DTOPAE30KCUTITIOKO3a

XT XuMHOTEpanus

[MHC I{enTpanpHas HEpBHAs CUCTEMA

(0 YacTuuHbIN OTBET

OKT OnekTpokapanorpadus

2XO-KT" Oxokapauorpadus

XI'Y XOpHOHTOHAIOTPONIMH YEIOBEKA

SAMPT SAnepHo-MarauTHas pe30oHaHCHas ToMorpadus
Ara-C [{utapabun

CD Knacrep nuddepenimpoBku

c-MYC [Iporoonkorenssiii 6enok Myc

EBMT European Group for blood and Marrow

ECOG Eastern Cooperative Oncology Group

FISH Fluorescence in situ hybridization

HLA CucreMa JeHKOLMTAPHBIX aHTUTEHOB YEJIOBEKA
IPS International prognostic score

MIPI Mantle cell lymphoma International Prognostic Index
NGS HLA-TunupoBaHne METO10M CEKBEHUPOBAHUS
PICC [{eHTpanbHbIA BEHO3HBIN KaTeTep U3 Nepudepruieckoro 10CTyna
ProBNP Mo03roBoi HATPUNYPETUYECKU TOPMOH

R Putykcumab

TRM Treatment-related mortality

1.4 Tloab30BaTe M MPOTOKOJIA: Bpauu OOIIEH MPAKTUKH, TEPANEBThHI, OHKOJIOTH,

reMaToJioru, aKkymep-ruHeKOJIOT .




1.5 KaTeropusi naijueHTOB: B3pOCIIbIC.

1.6 Illkay1a ypoBHSI JOKA3aTEJIbHOCTH:

YpoBeHnb
A0KA3aTeJbHOCTH

XapaKkTepucTUKa HUCCJCI0BAHMN, KOTOpPbIe JIeIIM B
OCHOBY PE€KOMEHAAUMI

A

BricokokauecTBeHHBIN MeTa-aHAJIN3, CHCTEMAaTHIECKHU 0030
PaHIOMU3UPOBAHHBIX KIMHUYECKUX wucciaenoBanuii (PKN)
i kpynHoe PKM ¢ oyeHb HHM3KOW BEPOATHOCTHIO (++1)
CHUCTEeMAaTUYECKOM OMMOKH, Pe3yabTaThl KOTOPBIX, MOTYT OBIThH
pacrpoCTpaHEHbl HA COOTBETCTBYIOIIYIO OMYJISIHUIO.

BricokokauecTBeHHBIN  (++)  cucTeMaThueckuii  0030p
KOTOPTHBIX WJIM UCCIIEIOBAaHWM  CIy4al-KOHTPOJIb  WJIU
BricokokauecTBeHHOE (++) KOTrOpPTHOE€ WJIM HCCIIEIOBAHUIN
CIIy4al-KOHTPOJIb C OYEHb HU3KMM PUCKOM CHCTEMATHYECKOU
ommbkn wunmu  PKM ¢ HeBbicOkMM  (+)  pUCKOM
CUCTEMATUYECKOMN OIMOKU, PE3yJIbTaThl KOTOPHIX, MOTYT OBITh
pacupoCTpaHEHbl HA COOTBETCTBYIOLIYIO MOITYJISALIMIO.

KoroptHoe wunm wuccienoBaHue Cly4all-KOHTPOJIb — WIIU
KOHTPOJIUPYEMOE UCCleIoBaHUEe 0e€3 paHJOMH3allud C
HEBBICOKUM  PUCKOM  CHCTEMAaTH4eCcKoW  omuoku  (+),
pe3yibTaThl KOTOPBIX, MOTYT OBITh pPACHpPOCTPAHEHBI Ha
COOTBETCTBYIOIIYIO mnonyJsinuto uinm PKU ¢ odeHb HU3KUM
WM HEBBICOKUM PUCKOM CHUCTEMATHYECKOW OmUOKH (++ win
+), pe3ynbTaTbl KOTOPBIX HE MOTYT OBITh HEMOCPEICTBEHHO
pacnpoCTpaHEHbl HA COOTBETCTBYIONIYIO MOMYJISILIHIO.

Omucanne cepun ciaydyaeB wiaum  HekoHTposmpyemoe
uccieaoBanue win MHEHUe SKCIepToB

1.7 Onpenenenne:

MAaHTUHHOU 30HBI
XapaKTEepU3YIOLIasICs

ManTtuiinokierounass aumpoma wid dumpomMa U3 KIETOK
— B-knerounas OITyXOJIb, [IUTOTEHETHYECKU
tpaHcnokauet  t(11;14)(ql13:;q32) wim ee peakumu

Bapuantamu t(2;11)(pl1;q13) u t(11;22)(q13;ql1), npuBoaduMu K nepecTponke
nporoonkorena CCNDI1 (BCL1, PRADI1) B noKychl TE€HOB JErkux ueneu
UMMyHOTII00yMHOB (MeHee 1% ciydaes) [1].

NB! MKIJI coctaBasier okosio 3—10 % Bcex BHOBb AMArHOCTUPOBAHHBIX CIy4yaeB
HeXO/KKUHCKUX JuMpom. B 3anagnoit EBponie, Ckanaunasuu u CHIA ee yactora
BapbupyeT oT 0,5 mo 0,7 ma 100 000 Hacenenus. bonerwT mpenmyiiecTBEHHO
MYX4uHBI cTapire 60 ner (Memmana Bospacta 65-75 mer, M: XK/ 2:1). [2].
OkcTpaHoaanbHble Jokanu3zaiuu npu MK kenmyaoYHO-KUIIEUHBIA TPakT
(mumdomaTosnbie monunsl JKKT), ModenonoBast cucrema, JIeTKHe, MATKHE TKaHU
rOJOBBl W II€H, MEepUOpOUTaIbHBbIE TKAHU TIJ1a3a M MOpPaKeHHWE UEHTPaJIbHOU
HEPBHOW CHCTEMBI



1.8 Knaccuduxauus

Kimuanueckne Gopmel MKJIE: [3]

e Hunoneutnas MKJI2;

e Kaccuueckas (cumnTomHasn)’,
Mopdonormueckue Bapuantsl MKJI: [6]
e Kiaccuueckui,

e biacTOWIHBIN,

o [IneomopdHbIit.

s cragupoBanust MKJI ucnonb3yercst knaccudukanus Ann-Arbor[7], xak mpu
aumpome XOMKKHMHA UM OONBIIMHCTBE APYrux  JUMQOIpoiardepaTuBHBIX
3a0oneBanui. OJQHAKO, M3-32 BBICOKOM YacTOThl BOBJICUEHHUS NepUepUuyecKon
KpOBMU M KOCTHOrO MoO3ra cragupoBaHue 1o Ann-Arbor He uMeer
IPOrHOCTHYECKOro 3HaueHus. KpoMe onpezenenus ctaauu 3a00JI€eBaHUsl COTIACHO
kjIaccupukauuu Ann Arbor, HEOOXOAUMO ONPEEIICHNE IPYMIbl PUCKA COTJIACHO
MEX1yHapOAHOMY IIPOTHOCTUYECKOMY UHACKCY.

Cucrema cragupoBanusi Ann-Arbor B moguduxanun Cotswold[3]:
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Koms4ecTEO BOBIEUEHHBIX THMDATHISCKHX 00IacTel MOMET VEAZRIBATECH apadCcEHMHE
mHdpaMy nocne cragas. Hamprvep IT;

Kpurtepuu BoBiedyenHoctu (o D.Cheson coaBt. B Mogudukamun) [4]:
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e BrsBnserca narorenernueckas tpanciokarus t(11;14)(ql13;932), Beaymas k
HApYIICHUIO PETYJISIIIMK KJIETOYHOrO IUKJIAa M THUIEPIKCIPECUH SIAEPHOTO Oerka
nukianHaD1. CrnenoBaTeibHO TEPMUH «MAaHTUHHOKIIETOUHAS JIUMGOMay SIBISETCS
coOMpaTeNIbHBIM TOHSATUEM, OOBEIUHSIONMIAs TPYyNMy B-KJIETOUHBIX OMyXoJjeH, ¢
TpaHCIOKaIen mwin amumukanueit mokyca 11q13. [3].
e Penkas wunHposeHTHas GopMa C XapakTEPHBIM JIJIUTEIBHBIM TEUCHHEM,
orcyrcTBueM B-cumnroMmoB. [Ipu uccimenoBanuu KOHUEHTpaUUsl ChIBOPOTOUYHOU
JIAT u B, MukpornoOynuHa — B mpeenax HopMmel. JlumdaneHomarus He 6oee 3

CM, pa3Mep

CCIIC3CHKHU HC

Oonee

20

CM.

MaxkcumaiibHOE

3HAa4YCHUC

CTaHIapTU3MPOBAHHOTO YPOBHS HakorieHus paauodapmmpemnapata (SUV) mo
nauubeiM [19T<6. Ota dhopma JIKM conpoBok1aeTcss OTCYTCTBUEM KOMILIEKCHOTO
kapuoTHna, skcrpeccun SOX11, Huszkoit nposmdeparnBHoi akTUBHOCTBIO (Ki-67




<30%), nepectpoiikoii rena c-MYC, orcyrctBuem mytanuu TP53 u NOTCH 1/2.
WunonentHas QopMa, Kak MpaBujiio, TpaHCHOPMHUPYETCS B arpecCUBHbBIC
BapHaHThl, ¢ MyTarueii reda TPS53. [4] YacTora BepudHKaIiu JTOKaIbHON CTaauN
(I-11) JIKM cocranset 1-3%.

o Jlna ximaccuyeckod (opMbl XapaKTEpHO arpecCUBHOE TE€YEHHUE, Hamuyuem B-
CUMIITOMOB M pacHpoCTpaHEHHOHN cranueld yxe npu auarHoctuke (III—IV mo
Ann-Arbor). BeisBistoTes mopakeHrue KOCTHOIO Mo3ra ¢ Jeikemusanued y 50%
OonbHBIX. Yalne Bcero ompenensiroTcesi 0J1aCTOMIHBIN U TIeOMOP(HBIN BapHaHTHI
Mop(hoIornuecKkoi KapTHHbI, a Takxke Aud¢y3HbIil Tun pocrta. [Ipu uccnenoBanuu
onpeznensieTcss BbICOKass akTUBHOCTH JIJII', KoHueHTpauus B-muxpornoOynnHa
BBIIIIE HOPMAaJbHBIX I[OKa3aTelied, BbICOKOW simepHor skcapeccuenn SOXII.
Nnpexc nponudepaTuBHON akTUBHOCTH, > 30%, B psle CilydaeB BBISBISETCA
mytaru TP53 1 NOTCH1/2 u nepectpoiiku rena c-MYC. [5]

Crparuduxanus rpynmnbl pucka

MexXyHapOIHbI NPOTHOCTUYECKUN HWHAECKC JHUM(OMBI M3 KIETOK MAaHTUU
IPUMEHSETCS JUIsl OLEHKH IPOrHO3a M0 KIMHUYECKUM NoKaszaTessiM. CylmiecTBYIOT
Moaudukauuun MIPI - ynpomennsiii ungekc sMIPI wim koMOMHUpPOBAHHBIN
WHJICKC, YIUTHIBAIONIUI TONOJHUTENIbHO, FKcnpeccuio Ki-67 — MIPIcC. [8]

I'pynna pucka | 5-TuJieTHsisi MeJuaHa o01uel BbIKUBAEMOCTH, B MeCALIAX
Hwu3skwuii puck 60
[IpomMexyTOUHBIN 51
PHUCK
Bricokuii puck 29

YnpoueHHbIii BAPHAHT MEKIYHAPOJAHOI0 MPOTHOCTHYECKOr0 HMHAEKCA IJsl
JuMm¢omsbl u3 kiaeTok mantuu SMIPI.

banibl Bo3spacr ECOG JUIT JleiikonuThI,
(oT HOpMBI) 109/a

0 <50 0-1 < 0,67 < 6,700

1 50-59 - 0,67-0,99 6,700-9,999

2 60-69 2-4 1,000-1,49 10,000-14,999

3 >70 - >1,50 >15,000

Huskwnit puck — 0-3 Ganna, mpoMeXyTOUHbBIN PUCK — 4-5 6aioB, BBICOKUN PUCK —
6-11 Gansos

KoMOuHupoBaHHbIN OHOJIOTHYECKHMH HMHAEKC A JUMPOMBI M3 KJIETOK
mantuu MIPI. ![10]

I'pynna pucka no MIPIl | Uaaekc I'pynna pucka no MIPI.
npojudepaTruBHOU
aktuBHocTH Ki-67
Huskuit puck (0) <30% Huskuii puck (0)
Huzkwuit puck (0) >30% Huskuit  mpomexyTOUYHbBIN
puck (1)




[IpomexyTtounsiii  puck | <30% Huszkuii  npomexyTouHbIN

1) puck (1)

[Ipomexytounbiii  puck | >30% Bricokuii mpoMexyTOUHbIN

1) puck (2)

Bricokuii puck (2) <30% Bricokuil mpomMexyTOUHBIN
puck (2)

Bricokwii puck (2) >30% Bricokwuii puck (3)

IMIPI, m03BOSET UCKITIOUYUTH BKIIFOUCHHE MOJIOJBIX IMAIIMEHTOB C OJIACTOMIHBIM
BapuanToM MKIJI B rpynmy HU3KOTO pHUCKa.

JpyrumMu He3aBUCHUMBIMH (paKkTopaMy HEOJArOmpHUsATHOIO MPOTHO3a SBJISIOTCS
OslacTOoMAHBIA BapuaHT 3a0oseBaHus, Boicokuid (Ki-67 >30 %) nponudepaTuBHbIN
WHJEKC, Jenenuu u Mytaimuu TP53, a Takke BBICOKMHA YpoBeHb [3-2
MuKporinooyauHa. [9]

2. METO/1bl, MOAXO/JAbI U ITPOUEAYPbI JUAT'HOCTUKHU

2.1 IlmarHocTu4ecKue KpUTePUM:

Jlnarao3 J0JKeH OBITh YCTAHOBIICH Ha OCHOBAHWH HWCCIICIOBAHUS XUPYPTHUCCKU
yAaJIeHHOTO (pe3ekius) TuM(oy3iia Wik y4acTKa dKCTPAHOJAIBLHOIO MOPaXEHUS,
IIPU 3TOM KOJMYECTBO MaTepuana JOJDKHO OBITh JOCTATOYHBIM IS (DUKCAITUU B
dbopmanuHe U TPUTOTOBIEHUS NapadUHOBBIX OJ0KOB. O0S3aTEIBHO BBHITIOJIHEHUE
UMMYHOTUCTOXHUMHYECKOTO HCCIICIOBAHUS.

Pemaromiee 3HaueHwe g BepUPUKANMM JUArHO3a JUM(OMBI  SBISIFOTCS
THUCTOJIOTUYECKOE u HMMYHOTHMCTOXUMHUYECKOE HcCcJIeI0BAHUSA.
JlomomHUTENbHBIE METOJIBI HEOOXOIUMBI JUIsl OMPENeNIeHNs PACIPOCTPAHCHHOCTH
OITyXOJICBOTO MpoIlecca U cTpaTU(UKALINHU MAMEHTOB TI0 TpyInaMm pucka. [3]

Jns agexBatHoM guarnoctuku nanenb MI'X mst MKJI nomxkaa Bkmouats. CD3 +,
CD20+, CD5+, CyclinD1, CD10+/-, CD21+, CD43+, CD23+/-, BCL2, BCLS,
TP53, SOX11, Ki67, MYC ¢ uiu 6e3 aHaJin3a MapKepoB KJICTOYHON MOBEPXHOCTH
MeToIoM TipoTouHoi 1uromerpun: kKappa/ lambda, CD23, CD5, CD19, CD10,
CD20. [9]

KanoOb1 1 aHaMHe3!

e  yBenuyeHue JUMPoy3JoB (daile 6€300JI€3HEHHOE);

e Kamienb ©O€3 BBIJCICHUS MOKPOTHI — BO3HUKAET 3a CYET CJIaBJICHUS
JIBIXaTEJIbHBIX MyTeH YBETUYCHHBIMU JTUM(OY3TIaMU CPETOCTEHUS;

®  OTEKHW JIMIA, IIIeH, YK — BOSHUKAIOT 3a CUET C/IAaBIICHUSI BEPXHEH MOJION BEHBI,
TSKECTh B JIEBOM MOJIpeOepbe — 3a CUET YBEIUUEHUS CEJIE3EHKH;

®  KOXHBIH 3yJ, MPEUMYIICCTBEHHO B 0O0JACTH YBEIWYEHHBIX JTUM(DOY3IIOB,
pexe — 1o BCEMY Tedy;

®  TIOBBIIIICHUE TEMIIEpaTyphl Tejla, MPEUMYIECTBEHHO B BEUEpPHEE W HOYHOE
BpEMSI;

e  CHIKeHHe Macchl Tena (6osiee 10-15 Kr B TeueHue 2-3 MecsleB);

e  00mas cnabocTh, MOBBIIIEHHAS YTOMIISIEMOCTb;

®  YCUJIEHHOE MOTOOT/IENIEHHE, 0OCOOCHHO B HOYHOE BpeMsI




PuzukajabHoe 00c/Ie10BaHNe

OTpeIeIIACTCS IIBET KOKHBIX TMTOKPOBOB (BO3MOKHA OJICTHOCTB);

IIPU KOXKHOM 3Y/Ie Ha KOKE€ MOTYT OBITh CJI€JIbI PACUECOB;

MIpU NaJbIAlUK ONPEECAETCS YBEIMUCHUE TUM(DOY3IIOB;

MIPU NEPKYCCUU — BO3MOKHO YBEJIIMUCHHUE CEIC3CHKU;

MYJIbC MOXKET OBITh YUAIICHHBIM, a apTePHAIHLHOE JIaBJICHUE — CHUKEHHBIM.

JlaGopaTopHble uccjie10BAHNSA:

e OOmmui aHamM3 KPOBU — MOACYUET JIEUKO(POPMYIIBI, TPOMOOITMTOB B Ma3Ke:
OAK wmoxer ObITh B MpeAenax HOPMBI, OJHAKO MOXET OBbITh YMEPEHHBIN
neiikoruTo3. Yacto ormeuaercss yckopeHue COD 10 3HAYUTENBHBIX HHDP.
Anemuss HaOmrO#aeTcs pPEOKO U SBJSETCS HE3aBHCUMBIM HEOIAronpusiTHBIM
IPOrHOCTUYECKUM MPU3HAKOM.

e  buoxumuueckuil aHalU3 KpOBU — JaKTaTAETHApOreHa3a, OOmMi OellokK,
albOyMHMH, KpEaTMHMH, MOYEBMHA, DJEKTPOJIUTHI, MOYeBas KUCJIOTa, JUIs
BBISIBJICHUSI CHHJIPOMA JIM3HMCA OITyXOJIM, @ TAaKK€ COIMyTCTBYIOLIETO MOPAKEHUS
OpraHoB.

e ['mcromormueckoe HCCIIEIOBAHUE — c LEJIbIO BepuduKanuu
Mopdomnoruyeckoit popms JII13;
e  MMyHOrMCTOXMMHMYECKOE HCCIEAOBAaHME — C ILEJIbl0 BepUPUKALIU

Mopdomnoruueckont popmbi JIII3.

° ['ucTosornyeckoe  HcclenoOBaHUE TPeOHS  TOJAB3JIOIIHOM  KOCTH -
00s13aTeNIbHBIM KOMIIOHEHTOM OMPEICIICHUs] PACIPOCTPAHEHHOCTH OITyXOJIEBOTO
npoiriecca (CTaauu) SBJSIETCS THCTOJIOTUYECKOE HMCCIEAOBaHUE TPEraHoOuonTara
KOCTHOrO Mo3ra. B cioydae TmEepBUYHOTO TMOPaKEHHS KOCTHOTO MO3Ta,
TPEMaHOOMOIICHS JOJPKHA BBITIOIHATHCS B PECTAIUPOBAHUU U MPU 3aBEPIICHUU
tepanuu. Mopdoaoruueckoe HcCClIeAOBaHUE TMyHKTaTa KOCTHOIO MO3Ta HE
3aMEHSIET THUCTOJOTMYECKOE HCCIeNOBaHMe TpemaHoOuwomnrata. B cimydae
M3HAYaJIbHOTO TMOPaXEHUsI KOCTHOTO MO3Ta THUCTOJOTHUYECKOE MCCIEIOBAHUE
KOCTHOTO MO3ra (TpenaHoOUOIICHsI) TPOBOIUTHCS MIPU PECTATUPOBAHUH.

e  MoueKyISIpHO-IIMTOTEHETUYECKOE HCCIIEIOBAHUE - HCIOJIb30BAHHE METOAA
FISH, npu OTCyTCTBUM THUCTOJIOTMYECKMX MPU3HAKOB I  OINpPEACICHUS
BOBJICUCHHSI KOCTHOTO MO3ra, MPOTOYHOUN ITUTODIIOOPUMETPUN WA OTIpPEeICHUE
B-knerounon  kioHanbHOCTH  Metogom  III[P  Ha ocHOBaHMM  aHajIM3a
peappaHKKUPOBOK I€HOB TSIKEJIBIX IIeNel UMMYHOTJIOOYJIMHOB.

e Anamm3z CMX - npu Hanuuuu nokazaHuil (0JacTOMAHBIA BapuaHT +
THIIEPJICHKONNTO3 W/ UM HAJTMYUE HEBPOJIOTHUYCCKON CUMITTOMATHKH) 00S3aTEIbHO
BBITIOJIHCHHE JTIOMOATBHOU MyHKIIUU C IIUTOJIOTUYECKUM HCCIIEAOBAHUEM JIMKBOPA
JUTSL UCKJTFOYEHUST HEUPOJICUKEMUH.

o lIMMyHOXMMHYECKOE HCCIEOBaHUE OEIKOB CHIBOPOTKH KPOBH M MOYU C
OIpe/IeIeHueM KOHIIeHTparuu B2-mMukporioOyiuHau. [3]

NHcTpyMeHTaIbHBIE UCCJIEIOBAHUS



o [IIDT/KT — nna Oonee TOYHOTO CTagupOBaHUS TMpolecca B J1eOOTe
3a00JIeBaHus, a TAK)KE a/ICKBaTHOW OLIEHKM OTBETAa HA JIEYEHUE, B TOM UHUCIE NpHU
NOJIO3PEHUHM Ha penuauB 3a00JIeBaHUS SIBISETCS HEOOXOIMMBIM IPOBEICHUE
HO3UTPOHHO SMHUCCHOHHOM TOMOrpaduu, COBMEUICHHYIO C KOMIIBIOTEPHOMN
tomorpadueir (ITDT/KT) ¢ tymoporponusiMu paanodapmmpenaparamu (POII).
[12]

e KT c xonTpactupoBanuem (OpraHoB OPIOIIHOM MOJIOCTH, MAJIOTO Ta3za) — MPU
HeBo3MokHOoCcTH TipoBeneHuss [IDT/KT pexomennyercst Boimonuuth KT 1mew,
ITPYAHOM  KJIETKM, OpraHoB OpIOIIHOM MOJOCTM M  Maloro Tasza (¢
KOHTPAaCTUPOBAHUEM) Ul CTAJMPOBAHUS 3a00J€BaHUS W YTOYHEHHS HaJIU4us,
pa3MepoB U pacrpoCTPAaHEHHOCTH OITyX0JIEBbIX 049aros. [3]

e V3U nepudepuueckux M BHYTPUOPIOMIHBIX JHUM(OY3I0B — YBEIUYCHUE
pa3MepoB U UBMEHEHUE CTPYKTYpPhl TUM(POY3IIOB;

° DHIOCKONUYECKOE HCCIEIOBAHUE SIBISIETCS 00A3aTEIbHBIM IS OOJIBHBIX C
JIOKaJIbHBIMH CTAAUAMU. D30(haroracTpo1yoIeHOCKONUs U (pUOPOKOIOHOCKOIHS C
00s3aTENIbHBIMA OMOTICHSIMU CIIM3UCTBIX JKENy/Ka, BEHAALATUIIEPCTHON KHIIIKH,
CUTMOBHUJIHOM KHILIKH, IONEPEYHOM OOOJOYHOM M CIIENOM KHILKH, JaXXe IpH
OTCYTCTBUU BH3YaJIbHBIX MIPU3HAKOB BOBJICUYCHUsI OpraHa («cjerbiey» ouorcun). [3]
o MPT-ronoBHOr0 MO3ra — Ip NOJO3PEHUH HA IIOPAKEHKUE T'OJIOBHOTO MO3Ta

JIi  NJIAHUPOBAaHUS  TEPANeBTHYECKON TAKTHMKM M OIpeleJeHus:
HEeO0X0IMMOCTH ee MOAU(MPUKAIMHU, a TAKAKE VISl onpeae/ieHUsl MOTPeOHOCTH B
CONYTCTBYIOLIEH U CONMPOBOIUTEILHON TePANNH PEKOMEHI0BAHO BBHINOJHUTH
cJieayroume JUArHOCTHYeCKUe UCCIeI0BAHUSA:

e  OAK c neitkoopmMyoii, moacueTOM KOJUYECTBA TPOMOOIIUTOB;

e  buoxumuyeckuil aHamu3 KpoOBM (HATpWM, KaJlui, KaJblMH, TJIIOKO3a,
MOYEBHHA, KPEaTHMHUH, MOYeBas KHCIIOTa, OOmMi OeloK, aab0yMuH, OOIIUi
ownpyOuH, npsimoit, ounupyoun, JIII', ACT, AJIT, CPB, menounas gocdarasza);
Omnpenenenue rpymmsl KpoBu no cucremam ABO;

Onpenenenue pe3yc-pakropa;

OOmwmii aHaJIu3 MOYM;

Koarynorpamma (AUYTB, I1B, MHO, I1TU, ¢pubpunoren, AT-3, JI-mumep);
Onpenenenne CKO;

Onpenenenue MapkepoB BupycHoro rematuta B m C meromom MDA wnm
NXJI;

o  BUY-undexnuu (HIVAg/anti-HIV) merogom UDA;

e [IIP na BupycHsle renatuthl B u C (kauecTBEHHO);

e  [IIIP na BupycHble renatutbl B, C (KOJTUYECTBEHHO) ;

e  Bupyc D0wreiina-bapp, repnec 1-2 Tuna, HMTOMErajloBUPYC, TOKCOILIA3MO3
metojom I1LP;

e  KoMmruiekc cepoIoru4ecKux peakiuii Ha CH(UITHC;

e [IIIP na COVID-19;

° HccnenoBanre CINMHHOMO3TOBOM IKHUJKOCTHU: OOIIMM aHalu3 JUKBOpa+/-
BUPYCOJIOTUYECKOE, OAKTEPHOTIOTUIECKOE MCCIIEIOBAHNUE;



e  Ompenencuue GpepputuHa, HoOJIaTHI, CBIBOPOTOYHOE Kenne30, Buramun B12;
ProBNP;

[IpokanbIUTOHUH;

J{nst KeHIUH (epTUIBLHOTO BO3pacTa- TeCT Ha OEPEMEHHOCTb, OINpE/EICHUE
XI'Y;

e OKT;

Ox0KT;

Y31 Obll+noyek.

Pentrenorpadusi npuIaToyHbIX Ma3yx HOCA;

OpTornanTomMorpamma;

KommbroTepnas ToMorpadusi rpyJJHOTO CErMEHTa,

oI J1C;

bponxockonus;

KonoHnockomnus;

VY3l cocynoB (BeH u/wiu apTepui);

Cnuporpadus;

VY3U nneBpanbHOW mosnoctd, nepudepudeckux umdoysnos, OMT,
MOYEBOTO ITy3bIPS;

e  XonrepoBckoe — MmoHUTOpUpoBanue JKI';

NB! O6vem uccnedosanuii onpedensiemes revawum paiom

IHoka3zaHus 1Jisl KOHCYJIbTAIIMU CHENUAJINCTOB

e KoHcynbranusi ruHekosiora — OEpEeMEHHOCTh, METPOpparvu, MEHOpparuw,
KOHCYJIBTAIIMS TPU Ha3HAYECHUH KOMOMHHMPOBAHHBIX OPAJbHBIX KOHTPAICTITHUBOB;
JUTSl MUaTHOCTUKY U JIeUeHUs 3a00JI€BaHUN PENPOYKTUBHON CUCTEMBI,

e KoHcynbTanus KapAauoaora — sk KOppeKIuu/ moaoopa 6a3ucHON Tepanuu mpu
Al', XpOHMYECKOUN CEpJICUHON HENOCTATOYHOCTH, HAPYIICHUS PUTMA CEPJICUHOU
JeATCIIbHOCTH; JJII MMAarHOCTUKH U JieueHus 3a0oneBannii CCC;

e Koncyneranus Hedponora (3dgdepeHtonor) — s AUATHOCTUKUA U JICUCHUS
3a00J1eBaHMH TTOYEK;

e KoHcynpTamuss OTOPHHOJIAPUHIOIOrA — JUISI JWAarHOCTUKW W JICUCHUS
BOCTIAJIUTENIbHBIX 3a00JIEBAHUM MPUAATOYHBIX MA3yX HOCA U CPETHETO YXa;
o Koucynpranuss o¢TanbMoJiora — HapyIICeHUs 3pPEHHUs, BOCTAIUTEIbHBIC

3a00s1eBaHus TJ1a3 U MPUJATKOB;

e KoHcynbTanus Xupypra — ajisi peuieHue Borpoca 0 OMOINCcuu JIMMQPaTHIecKoro
y31a/ o0pa3oBaHus, NPU Pa3BUTHUU XUPYPrUYECKUX OCIOKHEHHH Ha Kypcax
XUMHOTEPANNHU, OTIPEICTICHUE TOKAa3aHUM JJIsl XUPYPTUUECKUX BMEIIATENIbCTB;

o KoHcynbTanus TOpaKaJbHOTO XHpypra — Al ONPEIENICHUs IOKa3aHWi K
OMoTICUU JIETKOT0/00pa30BaHus CPEAOCTCHUS;

e KoHCynbTalMs peaHnuMaTosora — HapyleHue BUTAJIbHBIX (PYHKIUH;

e KoHcynbTanus pTuznarpa — IMarHocTUKa TyOepKyIiesa;



e KoHcynpramnus YEJIFOCTHO-JIULIEBOTO Xupypra - WH(DEKITNMOHHO-
BOCHAJIUTENIbHbIE 3200JIeBaHUS 3y00-YEIIOCTHOU CUCTEMBI.
NB! Koncynemayuu y3xkux cneyuaiucmos — no noKa3aHusim.

2.2 JInarHoCTUYECKHU I AJITOPUTM:

JIMarHOCTUYECKUI aITrOPUTM BKJIIOYAT B ceOsl BBISBICHHE OOpa30BaHUS WIIH
YBEIUYCHHBIX JHM(OY3JI0OB € TOMOIIBI0 METOJOB JIY4€BOH JIHArHOCTHKH,
NpoBeeHUE OuWorncuu W\IIM  yAaJCHHE BBIABICHHOTO O00pa3oBaHUs C
MOCJICTYFOIUM TUCTOJIOTUYECKHM M UMMYHOTUCTOXHMHUYECKIM UCCIIETOBAHMSIMH.
B 3aBUCMMOCTH OT KIMHHYECKOW CHUTyallMd TEPEYCHb JUAarHOCTHYECKUX
MEPOTIPUATHIA MOKET OBITH PACIINPEH.

Cxema 1. Auiroput™M I1MarHocTuky JuM@ponposimdepaTuBHbIX 3a001eBaHUI

duzHKansHOE 00CIEI0EAHNE (BOZMOEKHEL THM(OTeHOIATH, ‘

CIUICHOMETATHA, OTEeEH H ;l,p)

Coop xamod, aHaMHeZa — HATHIHE H EPEMT
MOARNTEHET B-CHMIITOMOE

—

{ TaGopaTopHEIe HCCTE 1 } [ HHCcTpyMeHTANLHBIE HCCIeT0BaHESA ]

/ v OAK BO3MOXHED \ / ¥ I'mcToloradecKkoe, BMMYHOTHCTOXHMHIeCKOe HCC \

nefikonHTO TefiKoneHn, HHONCHIIHOTO MaTepHaTa — I0ZE0IAeT BepHbHIHPORATE
TEMQOUHTOS, HTH JBYX, mopdonermaeckyio gopay mMGoMEL H CTENEHE e8
TPeXpOCTROBAA IHTONCHHT [IPH 37I0KA9eCTEEHHOCTH B 3aBHCHMOCTH OT COCTAaBa KIETOK. 410
EOBJICHCHHH B IPOLECC KOCTHOTO oIpeenaeT BEOOP JANEHEAINEro TeTeHs.
Mo3ra ¥ II3TKT — m03E0IA€T BEIABHTE PACTIPOCTPAHEHHOCTE

v B/X aHATHI KDPOBH: OIyXomeBoro mpomecca
Halle BEMBIAETCA IOBEIIIEHHE ¥ KTOTK, men, BIL, MaToro Tasa c KORTPACTHPOBAHHEM —
ypoera JIT, [1T$, CPB npu HeBoaMOEHOCTH npoBegera ITITKT & gedote

¥ KoaryIorpamma: BOZMOKHO zaboneeannd, ogHako npoeedenns [I3TKT aexaerca
ToBEINeHRE VpoEHE - THMepoR

TOPeamoYTHTSIEHEIN
/ \ ¥ MPT rooEHOT0 M03Ta — IPH OJ03PEHHH Ha IOPAKEHHe D;HC/

| JlHarHo3 yCTaHOBIEH: BEIGOD |
| TAKTHKH TepanHH |

2.3 /IunddepeHunanbHblii IUATHO3 M O000CHOBAHHE JIOINOJHHUTEIbHBIX
HCcJeI0BaHuM



Taoauma 1.

JAuddepeHuMAIBbHO-THATHOCTUYECKHE

KJaccu(pukanuu 1 uMMyHodeHoTHA [6]

kputepuu MKJI B

3aBHCUMOCTH

oT MOpP(oIOruvecKo

MaHTUHHOKJIETOYHAA JuMdpoma

Mopdgoaornyeckas | 'ucrosiornyeckue Npu3HaKu NmmyHopenoTun I'eneTnyeckue 0CO0EHHOCTH

KJaccupuKanus onmyxoJieBoro cyocrpara [11]

Knaccuueckwii Manoro u cpeanero pasmepa | UI'X: CD3 +, CD20+, CD5+, | Hacro: t(11;14)(q13;932), t(14;18),
omyxoneBble kietku, ¢ sapamu | CyclinD1 (95%), CD10+/-, | BapuaHTHBIC TPaHCIOKAIHH
yriaoBatoii HempaBwiabHOW Qopmel, | CD21+, CD43+, CD23+/-, | mukauna D1 (CCND1);
coaep KaluMu manosametnsie | BCLG, TP53, SOX11, Ki67t. | Penko: BapuaHTHBIE TPAHCIIOKALAU
AOPBIIKA U ogHOpoaHbI XpoMmatuH. | UDT nmepudepuueckoit kposu | CCND1 ¢ remamm nerkux memnei
Taxxe MOTYT HAXOIWTHCS | M\MJIH OMOIICHITHOTO | UIMMYHOTJIOOYJIMHOB,  OTCYTCTBHE
THATMHU3MPOBAaHHBIE  KPOBEHOCHEIE | MaTEpHaIa; kappa/lambda, | sxcripeccnn mukmma D1 w t(11;14)
COCYIBI MEJIKOTO kamuopa | CD19, CD20, CD5, CDI10, | Ho HabmomaeTcsl THIEPIKCIPECCHS
OJIUHOYHEIE snuremmonusie | CD23. mukianHa D2 wim nuxkimaa DA4.
THCTHOIIHTEI, PacCIOIOKEHHBIC MyTtanuu TP53, IGHV,
pa3pO3HEHHO. NOTCH1/2.

bnacronublii Knerkun CpEIHETO pasmepa
MPEICTABIICHBI C OKPYTJIBIMH SAPAMHU
C XpPOMAaTHHOM MEJIKOIUCIIEPCHOTO
Xapakrepa u Maji03aMEeTHBIMU
SIPBILLIKAMHA, u CKYJHOMU
[IATOILIa3MOM. Bricokuit
MUTOTHYECKUN WHIEKC C OONBIINM
KOJIMYECTBOM Makpodaron
PEaKTHBHOTO XapakTepa.

[TneomopdHbIi OnyxoJieBble KJIETKA OOJIBIIMX U

CPeITHUX pa3MepoB, C




HCTIpaBUJIbHBIMHU saApaMu,
MCJ'IKOI[I/ICHC]:’)CHBII?I XpOMaTHH C
TPYOIHOPA3ZIINIUMBbIMHU MCJIKUMH
SAAPBINIKAMHN.

npu npomdeparusroit axTuBHOCTH Ki67 Menee 30% B muMQaTHUECKHX y3/Iax

IPOTHO3E.

Ta6auna 2. Inddepenunanbnas guaraocruka MKJL. [6]

CBUJIETENICTBYET O Oosiee OJaronpusTHOM

OobocHoBanue NI
Jnarnos au(ppepeHIHATbHON Oo6caenoBanus Kpurepuu nckioyeHus 1uarHo3a
AHATHOCTUKHU
B Owonrarax mumdoy3noB OOJBHBIX C
MKIJI ynmaercss oOOHapyXuTb OOJBIIOE
KOJIM4YECTBO KJIETOK B-xnerounoro
MaHTUHHOKIIETOYHAs IIPOUCXOKICHHUS, c TPaHCJIOKalUuen
NUrx. .
aumdoma. mukimHa CCND1 wu oskcnpeccueir D1.
CD20+, CD5+, CyclinD1 +, CD10+/-,
CD43+, CD23+/-,
HemortuBupoBannas
JIMXOpajKa u/unu
PeaktuBHs  runepruiazus
muMdoaeHOTATHS. OtcytcrBue koskcmpeccun CD5, CD20, a
30HBI MaHTUU u
NIrx. TAKK€ KIOHAJIBHOCTA WU HET DKCHPECCUU
YBEIIMYEHHbIE TIEPBUYHBIE
nukianHa D1.
(b OJTUKYITBI.
. Oxkcnpeccupyror CD5 kak 1 MKJI, ogHako
XpoHHIECKHUii OTCYTCTBYET DJKcIpeccusd nukianHa D1
mumporneitkos/  mumdpoma NUrx. YTCTBY p '

13 MaJIbIX JTUM(OIIUTOB.

OtcyTcTBHE  TpaHCIOKAUUU
SOX11.

t(11:14) u




Huddysnas B-kietounas
KPYIHOKJIETOYHAs
auMdoma.

HI'X, reneTuka.

OtcyrcrBue s3kcnpeccun nukianHa D1 u
SOX11.

OcTpblii JIEMKO3.

NmmyHO(eHOTHITHYECKOE
UCCIIE/IOBaHME.

bnacrouaHbii BAPUAHT MKJI
SKCIIPECCUPYIOT AHTUTEHBI 3peibix  B-
JTUMQOIIUTOB, ITOBEPXHOCTHBIN

ummyHornoOynunel, nukaua D1 u CDS5,
TOrJa Kak B KIETKaxX OCTPOro JIEWKO3a
umeercs skcnpeccus CD34 u TdT.




3. TAKTHUKA JIEYEHUA HA AMBYJIATOPHOM YPOBHE: Ha
aMOyJaTOPHOM  JTalie  paccMaTpuUBaeTCsl MPUEM  XHMHOIPENapaToB/TapreTHBIX
IpenaparoB y MalMeHTOB ¢ pedpakTepHo-penuauBupyomieit popmoit MKIJI, a takxke
B KauecTBE TEpanuM Yy MalMUeHTOB crapiie 60 JeT, U C THKEIbIM COMaTHYECKUM
CTaTycoM, He sBJstoluxcs kKauauaatom Ha AytoTKM.

3.1 HemeaukaMeHTO3HOE JiedeHUe (PesKUM, 1HeTa U Np. JIydeBoe):
PexxuM: 00111€0XpaHUTEIbHBIN
Huera: cron Nel5 (oOmast)

3.2 MeaukaMeHTO3HOE JIeYeHHUe
Ha amOynaTtopHoM »3Tame paccMaTpuBaeTcsi MPUEM XHUMHUOMPENapaToB/TapreTHHIX
MpernaparoB y MaMeHTOB ¢ pedpakTepHO-peruauBupyomeit popmoit MKIJI, a takxke
B KaueCcTBE TEpanuu y MalHUeHTOB crapiie 60 JeT, U C THKEIbIM COMaTHYECKUM
CTaTyCcoM, He sBJIstouXcs KanauaaTom Ha AytoTKM.

Cumnromaruueckass  Tepanus 1o  nokazaHus.  CHHUCOK — JOTOJHUTENbHBIX
JIEKapCTBEHHBIX CPEJCTB CMOTPETH MpuoxkeHue 10.
OcHOBHBIE CXeMBbI TePANUN:

Momnotepanus Jdenaaugomuna [43, 44].

Ha3Banue PacuerHnasi no3a |/Iuu BBenenus [[Ipumeuanus
npenapara
JleHaauaomMug 25 mr 1-21 guu BHYTPb

Jleuenne BO300OHOBIsIETCA Ha 29 ACHb, IIPOBOIUTCA OO IIPOIpCCCUPOBAHNA
3a00JIeBaHM HWHHCIOITYCTUMOI'O TOKCHYICCKOI'O ﬂGﬁCTBHH.

MonoTtepanusi Benerokiaakc [53].

Ha3Banue PacuerHasi 1o3a [/IHu IIpumevyanus
npenapara BBeICHUS
BeHeTok1aKC 20 — 400 mr EsxenHeBHO |B TeueHWM TMEpBBIX 5 HHEH

mo 20, Mr BHYTpb, JAJIE€ C
MOCTCTICHHBIM YBEITUYCHUEM|
036l (B TEUEHUM 5 HENEIIb)
o cyrouHoi Hopmbl — 400
MT/CyT, BHYTDb.

MoHoTepanust AkaaadpyTuHud [47].

Ha3Banue Pacuernasi no3a /Iluu BBeaenus [Ipumeuanus
npenapara
AkanadpyTuHno 200 mr B cyTtkuE>xenHEBHO [To 1 kamc 2 pa3a B JeHb.
BHYTPb (2
KarcyJibl)
Monotepanuss UopyTnnuo [48].
Ha3Banue Pacuernast no3a /Iluu BBeaenus [Ipumeuanus
npenapara
NOopyTuHUO 560 mr B cyTkuE:keTHEBHO [Ipumensietcs




BHYTPb (4 e)KeTHEBHO hife
KarCyJibl) [IPOTPECCUPOBAHUS
3a00JIeBaHUSA WIIH
HEJI0ITYyCTUMOTO
TOKCHYECKOI'O JICHCTBUS
PEPC [31].
Ha3zBanue Pacuernas |[[Ipumeuanuss |/Iuu BBeneHust
npenapara 103a
IIpeannsosion 20 Mr BHYTPb [Tpenapatbl MPUHUMAIOTCS
Huxnodochamu S0 mr BHYTPb €)KEHEBHO0 CHU)KEHUS YPOBHS]
n itefikonuToB HIbKe 3 X 109/1, m
TONO03M/ 50 mr BHYTPb BO300HOBJISIETCS 0CJIC
Hpoxapﬁagnﬂ 50 mr BHYTPb BOCCTAHOBJICHUS Mokas3artejen
KPOBU B €KCIHECBHOM PEKHUME,
uepes JICHb WIIH B

(bpaKIIMOHUPOBAHHOM  PEXUME
(5 nmueri B Hememo, 2 HA
nepephiB) B 3aBUCHUMOCTH  OT|

VHIMBUTyaJIbHOU

MepeHocuMOCcTH.  EkenHeBHasd
1032 MpEnapaToB BCeraa
OCTaeTCs MOCTOSIHHOM,

BO3MOKHO TOJBKO W3MEHEHHUEC
KOJIMUECTBA JIHEHW B HEACIHIO,
KOTOPBIE MIPUHUMAIOTCS]

mpenaparsl.

IlepeyeHb OCHOBHBIX JIEKAPCTBEHHBIX cpeacTB nMerwmnii 100% BeposATHOCTH
NPUMEHEHUs] HA aM0yJIaTOPHOM YPOBHe.

dapmakorepane | MexayHapoaHoe Cnoco0 YpoBeHnb
BTHYeCKAasl HENaTeHTOBAHHOE NPUMeEHEeHUs A0Ka3aTeJlbHO
rpynmna HaumeHoBanue JIC CTH
Antuneomnactu | IIpoxap6asun BHyTph B
YyecKue [uknodochamun BHyTph A
npenaparbl Drtono3ua BuyTtpb B
Taprerubie AxanabpyTuan6 BuyTtpb A
npenaparsl Beneroknakc BuyTtpp A
N6pyTnHuO BayTpb A
Jlenanumomu BHyTpb A
I'mokokoprukoc | [Ipeaunsonon BuyTpruBenHoe C
TePOUAbI




NB! ﬂonwmumeﬂbnoe MeOUKamMeHmos3Hoe JjeyeHue I’lpO@OC)uWZCﬂ coomeenicmeerHHo
npomoKoaam J1e4€eHUAd paA36UBULUXCA OCJIOJNCHEHU.

4. TIOKA3AHUSA JIsdA TOCIIUTAJIM3ALIMUU C YKA3AHUEM THUIIA
T'OCIIUTAJIM3ALINN.

4.1 Iloxa3zanusa 1Ji9 IJIAHOBOM IOCIIUTAJIN3AIUN:

e [IpoBeneHue KypcoB XUMHUOTEpAITH, TAPTETHOU TEPAITHH;

o [IpoBenenue Oumoncuu JUMQPATHIECKOTO Y371a/IKCTPAHOMATHLHOTO 0Opa30BaHMS
WM TPETIaHOOHMOTICHH;

e [lpoBemeHuss MOOWIM3AIIMM AYTOJOTHYHBIX T'E€MOIOATHUYECKUX CTBOJOBBIX
KJIETOK;

e [IpoBemeHue ayTONOTHYHOI/AIJIOTEHHOW TPAHCIUIAHTAIMU TE€MOITOITUYECKUX
CTBOJIOBBIX KJIETOK;

e  KoutponbHoe obcnenoanue nepea/mocie Ayro/Amio-TKM.

4.2 IlokazaHus JJ5 IKCTPEHHO! rOCIUTAJIU3ANUM:

*  Cowmarnuecku Tspxenbiit nanueHt (ECOG>3 6amon):

- OITyXO0JIEBAsi HHTOKCUKALIKS, CHHIPOM CIaBJICHUE;

- TSKEJION aHEMUYECKUI/TeMOpparuuecKui CUHIPOM, TpeOyromui
3aMECTUTENILHON TEPAIlny;

- MOJIMOPTaHHAsI HEIOCTATOYHOCTh B CJIEICTBUM OCHOBHOTO 3a00JIEBaHUSI.

*  DeOpuibHast HEUTPONEHUS.

5. TAKTUKA JIEYEHUSA HA CTAIIMOHAPHOM YPOBHE:
HNuponentunie MKJI.

e [lamueHTaM C WHIOJICHTHBIM TEUCHHEM 3a00JICBaHMS PEKOMCHIIOBAHA TaKTHKA
«watch and wait» («HaOromai u sxau») [11, 13].

Cxema 2. AuIropuT™m Jie4eHuss MHA0JeHTHbIX (popm MKJL.



‘ Hugoxearanie MET ‘

‘ 50X11 (IGHVm), cnsrenomeramns Gez mamboagenonarann, Ki-67 <10%* ‘

‘ BeccamnroMmuoe TedenHe ‘ ‘ CHMOTOMHOE TedeHHe ‘

" WEW ‘ ‘ HorTopuan dHoncasataccaesosanne MyTanaa TP53** ‘

BJIXT ayroTI'CK

‘ Hatencueuan IHMHOHMMYHOTEDATHHE +/- KOHCOMHIAIHA C ‘

* OnucaHue TpeacTaBigieT coOoi HamOosjee 000OIIEHHOE MNPECTABIECHUE; OJIHAKO
€CTh HEKOTOPbIE MAIIMEHTHI C TOPAKEHUEM TOJIBKO KpoBH / kocTHOTO Mo3ra win JKKT,
KOTOpBIE MOTYT 3KcnpeccupoBaTh SOX11 1 UMEIOT BSUIOTEKYIIIEE TEUEHUE.
**myrtauusa TP53 accomuupyercs ¢ MIOXMM MPOTHO30M y HAlMEHTOB IMOJTYyYaBLIUX
CTaHJIAPTHYIO XMMHOTEPAIHIO Jaxe Briarovaromryo BAXT + AyroTKM [11].

IlepBasi tuHusA Tepanuu cuMnToMHOH MKJI

e Tlanumentam I-ll craguu 6e3 MaccuBHOTO BoBiIeYeHHs TuMboy3ioB (Non-bulky) u
(GakTOpoB pHUCKa B KAauecTBE Tepanuu |- JIMHUM PEKOMEHJIOBAaHO MpoBeAeHue 4-X
HEMHTEHCUBHBIX KYpCOB XHMHOTEpPANUU C MOCIEAYIOIUM PECTaAUPOBAHUEM, MpPU
noctuxennn YO/T10 3aBepiuenue nedeHne 10 6-Th Kypcos +/- Jlyuepas Tepanus’

e [Ipu crabunuzaruu/mporpeccuu 3a00JeBaHNs PEKOMEHI0BaHA CMEHA Teparuu Ha
WHTEHCUBHbBIE (arpeccuBHbie) Kypchl XT. B ciyuae poctmwxenune YO wnm smydiie
paccMoTtpenue Borpoca 060 BAXT+AytoTT'CK.

Tpu IO — COMT 30 I'p 1 ipu YO — COJT 36-40 I'p.

Cxema 3. Aaroputm Jedenusi I-11 craguu nHepacmpocrpanénnbix MKJI (non-

bulky).



I-II cTaga| HepacOopacTpaHeHHBIE

(non-bulky)
l 4 kypcos HeaATeHcHBHOH ITXT ]
[ 0/90 ] [ CT/IIP* ]
' ™
3aBepmienne 10 6 CMeHa Ha
IIXT + JIT HHTEHCHBHBIE
cxeMbl XT
. | "y
YJO/110
4 ™\
BIXT+
AyroTKM**
e vy
*MOBTOPHAY OHONCHA NPOBOJHTCA Neped cMeHoH Tepanuu
**aCIH NAIIHeHT SBI9eTcd KaHmHIaToM Ha TKIVL.
e [lanuenrtam c II craguen U IIpU HAJIMYUU MAaCCUBHOTO

BoBieyeHus: JnuMpoysnoB («bulky disease») w/wim npu Hamuuuk  (HaKTOpOB
HEOJIAronmpusITHOTO TPOTHO3a PEKOMEHIOBAHO Tepamus MO TMPUHIIUIIAM JICYEHUS
pacrpocTpaHeHHbIX cTaauii [11].

e TIlamumentsl ¢ pacnpoctpaneHHbiMu craausmu (II ¢ «bulky disease», IlI-1V),
Mosoxke 60 mer 0e3 3HAUMMOM KOMOPOWHOCTH, SIBJISIFOTCS KaHIUAaTaMU ISt
MPOBEJCHUSI  BBICOKOJIO3HOM XUMHUOTEpANUU C TOAJIEPKKOU  ayTOJOTMYHBIMHU
CTBOJIOBBIMHU KJieTKamu [14].

e [IpenmoureHue B Tepanuu OTAaeTCS 00Jiee HHTCHCUBHBIM (arpeCCUBHBIM) CXeMaM
C MCTIOJIb30BAaHUEM BBICOKHX JI03 ITUTapaOuHa.

o [lpu Omacromprom Bapuante MKIJI, rumepiedkonnuTo3e W/WIM TPU HATAYUU
cumntomoB BoBliedeHus: [[HC ©HeoOxoauma mnpodunakTuka HeWpoJieWKeMuu —
CIIMHHOMO3TOBBIC MYHKIIUM C BBEJAEHHUEM TpPHUIUIETa B CIHUHHOMO3TOBOW KaHall B
COOTBETCTBHM C PEKOMEHAAIMSMM [IJI1 arpecCUBHBIX B-KJIETOUHBIX JUM(POM C
BbICOKUM puckoMm nopaxenus [[THC [10].

NB! C uensto npenorBpalieHuss pUCKOB CHHIpPOMA JIU3UCA OIYXO0JIH, OCOOCHHO MpHU
runepieiikonuroze 6osiee 50,0 x 109/1, BO3MOXHO pPaccMOTPETh HCKIIOUYCHHUE U3
nepBoro  Kypca  Tepamuu  PuTykcumaba  wiaum  mpoBeneHwe — mpendasb
1ukII0hochaMuIOM U IEKCAaMETa30HOM.



e [IpoBenenue 4—6 KypcoB, BHICOKOJO3HBIX peXUMOB anbrepHUpytoTcs ¢ CHOP-
nogoOHbIMH  cxemamu  [16].  OOs3aTenbHO  MPOBEACHHE  MPOMEKYTOUHOI'O
pectagupoBanue mociie 4 —x kypco. Ilpu moctmxenun HYO/TIO, pexomeHgoBaHa
kouncomumanus BJIXT ayroTKM [15]. [lpu craOuiausanuu WA POrPEeCcCUr
3a00J€BaHUsl PEKOMEHJIOBaHA IMpOBeACHHE 2-4X KypcoB 2-Ml JIMHMM Teparuud ¢
MOCJICTYIOITIEH OIIEHKOW 0TBeTa U paccMoTpenueM Bompoca 06 BJIXT+ayroTKM.

e [locne BJAXT + ayroTKM pexoMeHIOBaHa NOMAEPKUBAIOIIAS —TEpaIns
putykcumabom B TedeHun 3x jet nocie AyroTKM mmu6o no nporpeccuu [17-19].

e B paHIOMU3HPOBAaHHBIX HCCIEAOBAHUIX IpynI NauUMeHTOB, MOIYyYaBLIUX
MOJICPKUBAIOIIYIO0 TEPANMI0 PUTYKCHMMAOOM OT Haudajla Tepanuu, 4epe3 3 mecsia
nocie aytoTT'CK, ormMeueno cratuctuuecku aoctoBepHoe yiyumenne bCB u OB no
CPaBHEHHMIO ¢ TIAIlMCHTaMH 0e3 o iepkuBaroniei Tepanuu [18].

e Ayro-TI'CK nanuentaMm ¢ pedpakTepHbIM 3a00JieBaHHMEM, HE OTBEYAIONIMM Ha
TEpaIAIO CIIACEHMS HE NTOKA3aHa.

Cxema 4. Auiroputm JiedeHusi pacnupocTpaHéHubix craauii MKJL.

[ Cragnaa II bulky, ITI-IV :
l 4 naTeAcABHBIX [TXT

l 5T KT

[ IIo/MO ] [ CT/IIP* ]
[ AyToTKM ] [ 2-u nuang XT ]
[ IMoagep:xa R } ! AyroTKM I

*nepen CMeHoH TepanuH — 0043aTeIbHO IpOoBOOHTCA IIOBTOPHAA OHOICHA.

° [TamenTamM ¢ pacnpoCHpOCTPAHEHHOW CTaauel HE SIBIISIIOIIMXCS KaHAUJIaTaMU
st BIXT aytoTKM pexkomenmoBano mnpoBefeHHe 4-6 KypcoB XUMHOTEPANUU IO
HEUHTCHCUBHBIM CXE€MaM C IMPOMEXKYTOUHBIM pECTaJupOBaHHEM TMocie 4-ro Kypca
[21].

o IIpu nmocrmwxenun 11O mocne 6-TM KypcoOB PEKOMEHIIOBaHA MOIICPKUBAIOIIAS
Tepanusi puTyKCcuMaoom B TeueHun 3-X jet[17].

e [Ipu poctmwxkenun YO unu nporpeccuu 3a00jieBaHUsI pEKOMEHI0BaHA 2-5 JIUHUS
Teparuu.



JleyeHne penuIMBOB Y NanMeHTOB 10 60 JieT.

e [IpoTuBopenuIUBHAs Teparvs ONPEIESETCS CXeMOW MHIYKIIMOHHOW Tepanuu U
POJIOJKUTEILHOCTBIO pemMuccuu. [lpeniaraempie peskUMBbL:

e R-HAD-B y manueHTOB, MOJy4aBIIUX B KadecTBE 1-H JMHUU TEpariih TOJIBKO
CHOP-tioto6HbIE cxeMbI [22].

e R-GemOX y mamueHToB ¢ peuuauBaMHU IOCJIE BBICOKOIO3HOTO IMTapabuHa |
ayroTKM [23].

e  KomOunaruu BR w/unu nurapabunom, RBAC unu 6opTe3oMubOM y MalieHTOB
C pelMIUBaMHU TOCJIE BBICOKOI03HOTO uTapadbuna u ayroTKM [24].

e  HOpyTrHHO B MOHOPEKMME WIIH B KOMOMHAIIMH C pUTyKcuMaooM [25,26].
JleHATMAOMHU] B MOHOPEKUME HIIM B KOMOMHAIINY C pUTyKCcuMabom [27].
Axananbpytunu6 [28].

Benetokmnakc [29].

[Ipu peuumuBe mocie IMTENbHOM pemuccun (Oojee 3 7eT), paHee HE
ITOJIYy4YaBIIMM BBICOKOAO3HYI0 xumuorepanuto ¢ ayroTT'CK, B cmywdae orBera Ha

Tepanuio 2-i IMHUN PEKOMEHIyeTCS KOHCOIUIAINS BEICOKO03HON XUMHOTEPAIEH C
ayroTI'CK [30].

! TManuentam ¢ TsoKeaOW HENEPEHOCHMMOCTBIO mpenapara MOpyTUHUO BO3MOMXKHO
npuMeHeHue AkanadpyTuHuoa.

Tepanus penuanBoB, y NauneHTOB cTapie 60 Jier.

e R-GemOx y manMeHTOB C peUUIUBaMHU IOCJIE€ BBICOKOJO3HOTO LUTapaOuHa U
aytroTKM [23].

e  HOpyTrHHO B MOHOPEKHMME WIIM B KOMOMHAIIMK ¢ pUTYKcuMaooMm [25,26].

e  Kianpubun + purykcumad (eciau He mpuMeHsuics B 1-it muannm) [21,31].
e PEPC.
[ ]

JleHaTMAOMHU B MOHOPEKUME MJIH B KOMOMHAIIMU ¢ puTyKcuMadom [29].

Pe:kMMBbI XUMHOTEpPANUY nepBoii JuHuu [11].

ArpeccuB | IlpeanmournresibHbIE PeKUMBI:

HbIE R-DHA  (Putykcumab, JnekcameTa3oH, IuTapabWH) + IUIaTHHA
(MHTEeHCHMB | (UCIUTATHH, KapOOoIIaTHH, WK OKcarutaTtuH) [18].
HbIE) Anprepaupytomume  pexumbl RCHOP/RDHAP  (Putykcumao,
PEeKUMBI | riukinodocdamu, JIOKCOPYOUIINH, BUHKPHUCTHH,
XT. IPEIHU30I0H)/(PUTYKCUMA0, JE€KCAMETAa30H, LUTapaOuH, IUCILIATHH)
[30,31].
NORDIC pexum (ycuneHHas 103a MHAYKIUHA HMMYHOXUMHUOTEPAIHs. C
puTyKcuMadboM-HukiohochaMu, BUHKPUCTHH, JTIOKCOPYOHITHH,

npeaan3ooH [Maxi-CHOP]) uepenoBanue ¢ Putykcumab + BBICOKHE
10361 iiuTapaduna [31,34].

Hyper-CVAD (uuknodochamua, BUHKPUCTHH, JIOKCOPYOUIIMH U
JIEKCaMeTa30H, 4YepeJOBaHUE C BHICOKUMHU JI03aMH METOTpeKcaTa W




uTapabuna)t+ Putykcuma6 [35,36].

PutykcuMaOb+OeH1aMyCTHH dYepeIoBaHHe C PUTYKCHMaO+BBICOKHE
1035l IuTapadbuna [37].

IIpoune peKoMeHyeMble PeKUMBDI.

bennamyctun+purykcumab [20,38].

Heunrenc
WBHBIE

PeKNMBI
XT

IIpeanouTuTelbHbBIE,

benpamyctun+purykcumab [39].

VR-CAP (6opte3zomu0, putykcumad, mukiodochamu, 10KCOpPyOUITUH
U ripeHn30J10H) [40].

RCHOP [41].

JlenamaaoMua+purykcumao [27,29].

Jpyrue pekoMeHyeMble peKUMbI:

MonmudurupoBanssii  kypc XT: purykcumadb- Hyper-CVAD s
HaIMeHToB cTapiie 65 yet [42].

RBAC500 (purykcumal, OeHnaMmycTuH, nutapaduH) [26,43].

Pe:xumbl 2-it naun Tepanuu [11].

IlpeanoyrnurebHbIE PEKUMBI.

Nurubutopsl bpyToH-KHHA3HI:
6pyTHHUO + putykcumao [28,44,45].
Jlenanumomu + putykcumad [27,29].
AxanabpyTuau6 [28].

OITIOJIHUTEJIbHBIC PEKUMBI.

bengamyctun + putykcumat [20,38].

bennamyctun + purykcumad +Hl{urapaoun (RBAC5S00) [24,29].
boprezomub + putykcumad [29].

DHAP(X) + purykcuma6 [18].

GemOX + putykcumab [23].

6pyTHHUO, TeHamuaoMus, putykcumad [46].

6pyTHHUO + BeHeToKIakc [47].

Benetoknakc + putykcumab [9, 48].

AJLJIOTeHHasl TPAHCIUIAHTALMS KOCTHOTO M0O3ra.

° AnmnoTI'CK siBnsiercst onumedt B jieuenun MKIJI, nisi mauieHTOB € peluauBoOM
u/unu pedpakTepHbIM TeueHueM 3adoneBanus ¢ goctmwxenueM YO/I1O nmocne Bropoi
WK 1noclenyomux JuHud Ttepanuil. [lpu Hamuumm wmyrtanuu reHoB  TP53,
nepecTtpoiiku rena C-MYC B kadecTBe Tepanuu BO3MOXKHO paccMoTperne AmioTKM,
nocie goctmwkenus [10 [31].

5.1 Kapra Ha0/io1eHus MallUEeHTa, MAPIIPYTH3ALMS MAIHEHTA:




NepBuyHbI Npuem

@ Bpau MMC

MauueHT

MepeyeHb OCHOBHbIX
CMMNTOMOB:

1. Anemua

2. Neiikonenua

3. TpombouuToneHus

4. Nonnuyutemua

5. 3putpoumtos

6. NeitkounTos

7. TpombouuTos

8. umdoaaeHonatus

9. CnneHomeranus

10. Femopparuyeckuit
CMHAPOM
11.0cTeoaecTpyKumnm

12 Occanrumn

13 TMnenapanpoTenHemua
14. NpoTenHypua

13 Hecneunduueckuin
aCTeHUYECKUit CUHAPOM6E
noTepa maccbl Tena,
NOT/AMBOCTb, IMXOPaaKa
HEACHOTO reHesa, CUHAPOM
yckopeHHoro CO3, KOXHbIN
3ya

ﬁ

OueHKa HepbXoANMOCTH
OKa3aHUA [PKCTPEHHO
MeAMUMHCKOM nomoLLm

MauueHT nnaroBsIit

&

Bpau IMCN

64

MHdopmaumoHHas crcTema

Anroputm o6cneaopaHus
NepBUYHbIX NaLWeHToB No
cumnTomam

Nabopatppua

NauuneHt

&

WHdOopmaLpoHHan cucTema:
pesynbTaThl UCCAEADBaHMIA

MaumeHT SKCTPeHHbI @)

IKCTPEHHOCTb
noATBepKAeHa

KoopauHafrop craumoHapa

I'ISe,qawa AaHHbIX

% IKCTPEHHOCTb OTKNOHEeHa

PEKOMGHAaL[MM W OTCbINKa
Ha anroputm ana
06cnef0BaHNUA NEPBUYHBIX
nauuMeHTos

nnaHoBsasa rocnutTanunsauua
A-yqer
[Noobcnesosanne
CHATME remMaToNorMyeckoro
/AMarHosa - pekomeHaaunm

Bpau MMCN

PekomeHaauum

Bpau MMcCN

Ha3HayeHue «KOHCyNbTauma
remarosiora - NepsuyHan»

5.2 HemeaNKaAMEHTO3HOE JICUeHHEe

.

MauueHt

Bpau rematonor

rocnuTanusauma

OTmeTka B Bl, onoseleHne
NPMEMHOTO NOKOSA, peleHre
BONPOCA O TPAHCMOPTUPOBKE

PexxuM: 00111€0XpaHUTETHHBIMN.
Huerta: cton Nel5 (oGmras).

5.3 MeauxkaMeHTO3HOE JIeUCHHE.
OcHOBHBIE CXeMbl XUMHOTEPANINH.

RDHAP [19].

HazBanue
npemnapara

Pacuernas
03a

J/IHu BBegeHMsI

Ipumeuanus

Purykcumad

375 mr/m2

0w 1

B/B, KaneJIbHO

JlekcameTa3oHn

40 mr

1-4

BHYTPb

HucniaaTun

100 mr/m2

2

B/B

Hurapadbun

2000 mr/m2

2

B/B, 2 pa3a B CYTKH
yepes 12 gacos.

Kypc nosropsitor kaxplie 21 neHsp.

RCHOP [42].

Ha3Banue npenapara

Pacuernas
032

Jlnu BBe1eHMsA

IIpumeuyanus

Purykcumad

375 mr/m2

0wml

B/B, KaneJIbHO

JlokcopyOuumH

50 mr/m2

1

B/B, KanieJIbHO




Hukaodochamua 750 mr/m2 1 B/B, KaIleJIbHO

Bunkpucrun 1,4 mr/m2 1 B/B (CyMMapHO He
6oJiee 2 MT)

Ilpeanusosion 100 mr 1-5 BHYTpPb

Kypc noBTopstoT Kaxasle 21 neHs.

R-CVP [20]
Ha3panue npenapara | PacuerHas JIuu BBegeHust IMpumeyanus
n03a
Purykcumab 375 mr/m2 0 nmu 1 B/B, KaIleJIbHO
Huxaopochamun 750 mr/m2 1 B/B, KaIreJbHO
BunkpucTuH 1,4 mr/m2 1 B/B (CyMMapHO He
6onee 2
MT)
IIpeanusosion 100 mr 1-5 BHYTPb

Kypc noBTopstoT Kaxasle 21 neHs.

NORDIC [32, 35].

1, 3, 5, 7it kypesl (-MaxiCHOP)

2, 4, 6, 8iikypcenl (R-HAD)

Purykcumad 375 mr/m? B/B Kam., neHb 0
nuiau 1 Bce IUKIIBI Kypca

Purykeuma6 375 mr/m? B/B Karl., J€Hb
1

Iukaodgochamua 1200 mr/m? B/B, 1eHB
1.

Iurapaéun 3000 mMr/M? (y manmeHTOB
crapie 60 ner — 2 r/M?) B/B Kaxaple 12
q, 7HU 2—3 (BCeTo 4 BBEJCHU)

Jloxcopyouuun 75 mr/m? B/B, nens 1.

BuHkpucTHH 2 Mr B/B, 1€Hb 1.

IMpeanuzoson 100 mMr B/B WM BHYTPS,
aHau 1-5.

Jllexcamerason 40 mr B/B, 1Hu 1-4.

Jleuenue BO300HOBIAETCS HA 22 JE€Hb WM IIOCJE BOCCTAHOBJIEHHUS ITOKa3aTeliei
neprudepruuecKkoil KpoBH, MPOBOUTCA 6—8 KypCOB Tepalluu.

1,3, 5, 7-it kypent (R-HyperCVAD) [36,
37].

2,4, 6, 8-ii kypenl (R-HMA)

Purykcumab, 375 mr/m2 B/B, nesb 1

Purykcumab, 375 mr/m2, nens 1

Huxaopocpamua, 300 mr/m2 B/B B
TE€YeHHE 3 4Ya_ COB, 2 BBEJICHUS B CYTKH,
nHu 2—4 (Bcero 6 BBeCHUN ).

Metotpekcar, 1000 wMr/M2 B/B
NoCTOsSIHHAasT MHQY3Us B TedyeHue 24
4acOB — IIEPBbBIC

200 mr/m2 3a 2 yaca, ocraBmmecst 800
Mr/mM2 3a 22 gaca, 1¢Hb 2.

JoxcopyouumH, 16,6 Mr/mM2/cyTku B/B

Hurapadun, 3000 mr/mM2 B/B uH}Yy3uUs B




(50 wmr/mM2 3a 3 [HA), MOCTOSHHAS
nH(y3us BTeuenue 72 yacos, THU 4—/.

Bunkpucrun, 1,4 mr/m2 B/B (MakCUMyM
2wmr), tau S u 12.

HNexcamera3on, 40 mr B/B wiu BHYTpPbH 1

pa3 B CyTKu, 1o 2—H u 12—17,

Teue HHUe 2 4acoB 2 pa3a B CYTKH, JTHU 3
u 4 (Bcero 4 undysun).

Hawamno ouepennoro kypca Ha 29-ii 1eHb,
(nHTEepBaN BHEN).

cuuTas OT Hayaja MPEeIbIAYIIero Kypca

1,3, 5 it kypenl (RCHOP) [33, 34].

2, 4, 6-i1 kypcol (RDHAP).

Putrykcumad, 375 mr/m2 B/B, neds 0 wiun

Purykcumab, 375 mr/m2, nens 0 um 1.

1.
Iuxaodpochamua, 750 mr/m? /B kan, | Hucmiarun 100 Mr/m? B/B
neHb 1. noctosiHHas uHQy3us 3a 24 yaca (mpu

MOYEYHOMN HEJOCTATOYHOCTH IIMCILIATHH
3amensercs Ha okcamumiatiud 120 mr/m2
3a 6 9), eHb 1.

Jlokcopyouumun, 50 Mr/m? B/B Kam, JeHb
1.

Hurapadun, 2000 mr/M2 B/B uHby3us B
TeYe HUe 2 4acoB 2 pasza B CYTKH, JTHU 2
(Bcero 2 undysun).

Bunkpuctun, 1,4 mr/m2 B/B (Makcumym
2 Mr), IeHb 1.

Mpeanuszosnon 40 mr/M? BHYTpS, aHE 1

5.

JlexcameTra3on 40 mr B/B, 10U 1-4.

JleueHnne BO30OHOBIISIETCA HA 22 OEHL WIH IIOCJIE€ BOCCTAHOBJIEHHS ITOKa3aTelei

nepupepruuecKoil KpoBH.

BopTte3omub [50].

Ha3Banue npenapara | Pacuernas Auu BBeaeHMs IIpumeuyanus
a03a
Bopre3omud 1,3 Mr/m2 1,48,11 B/B, KaIleILHO

Kypc moBTOpSIIOT Kaxapie 3 HEACH.

Putykcumad + Bennamycrun (RB) [40].

Ha3Banue npenapara | Pacuernas /AHu BBe1eHMS IIpumeuyanus
1032
Purykcumad 375 mr/m2 0 nmm 1 B/B, KaNeJIbHO
bennamycrun 90 mr/m2 1-2 B/B, B TeueHue 1-2-
X YacoB.

Kypc noBropsiercst Kaxkaplii 28 1eHb (MaKCUMaJIbHO 710 8 ITUKJIOB).

R-BAC [27, 46].

Ha3Banue npenapara \ Pacuernas

‘ JHu BBe1eHus ‘ IIpumeyanus




a03a

Putrykcumadb 375 mr/m2 0 nmm 1 B/B, KaIleJIbHO

Benpamycrun 90 mr/m2 1-2 B/B, B TeueHue 1-2-
X YacoB.

Hurapabun 800 mr/m2 2-4 B/B, KareabHO

Kypc noBTopsieTcst Kax il 28 1eHb.

R-HAD-B [23].

Ha3panue npenapara | PacuerHas JIuu BBegeHust IIpumeuanus
103a

Purykcumad 375 mr/m2 0 nmm 1 B/B, KaneJbHO

Hurapabun 1000-2000 2-3 mHu B/B, KareabHO
Mr/M2

Boprte3omnod 1,5 mr/m2 2,4 mun B/B, KaIl€JILHO

JlekcaMmeTa3oH 40 mr 1-4 nan B/B KamneJbLHO

Kypc noBropsieTcst Kaxk/plii 22 1eHb.

VR-CAP [41].

Ha3Banme npenapara | Pacuernas JAHu BBeeHMSI IIpumeuyanus
103a

Purykcumad 375 mr/m2 O0wnmm 1 B/B, KaNleJIbHO

Bboprezomu6d 1,3 mr/m? 1,4,8,11 /K

JlokcopyOunun 50 mr/m? 1 B/B KaIl. (KOPOTKast

uHdy3us 20 MuH).

Hukaodochamug 750 mr/m2 1 B/B, KamneJIbHO

IIpeanusosion 100 mr 1-5 BuyTtps wnm B/B.

Kypc nmoBropsiercst kaxxapiii 21 neHs.

R-GemOXx.

Ha3Banmue npenapara | Pacuernas JAHu BBeeHMsI IHpumevanust
n03a

Purykcumad 375 mMr/m2 Ownmu 1l B/B, KaIlleJIbHO

TCeMunTaduH 1200 mr/m? 1 B/B, KarejabHO

OKcaJHILIaTHH 120 mr/m? 2 B/B, KaIleJIbHO

Kypc noBropsiercst kaxkaplii 28 1eHb (MaKCUMaJIbHO 710 8 ITUKJIOB).

IMoanepxuBawmasn tepanusi Purykcumaoom [33].

Ha3Banue npenapara | Pacuernas /AHu BBeeHMs IIpumeuyanus
a03a
Putykcumad 375 mr/m2 1 1 BBeneHue B 2

Mecs1a,
JUIATENBHOCTE 3




roja.

PEPC [31].
Ha3Banmue Pacuernas | llpumeuanus | [Iluu BBeaeHust
npenapara a03a
IIpeann30/10H 20 mr BHYTpb [Ipenapatsl MIPUHUMAIOTCS
Huxkiaogochamua | SO mr BHYTpPb €XKEJHEBHO 10  CHMKECHHSA
ITONO3U 50 mr BHYTPb YPOBHSI JICUKOIIUTOB HIKE 3 X
Ipoxapo6a3un 50 mr BHYTPb 109/n, u  BO30OHOBIAETCS
nocilie BOCCTaHOBJICHHUSI
nokasarelen KpOBU B
€XKEJTHEBHOM pEXKUME, dYepe3
JI€Hb WIH B
(bpakMOHUPOBAHHOM PEXKUME
(5 mueii B Hememo, 2 IHA
nepepsriB) B 3aBUCUMOCTH OT
VH]INBUTyaJIbHOU
MEPEHOCUMOCTH. EKeaHeBHas
7032 IpemnapatoB  Bceraa
oCTaeTcs IIOCTOSIHHOM,
BO3MOKHO TOJIBKO HM3MEHEHUE
KOJIMYECTBA JHEN B HEIENIO,
KOTOPBIE MIPUHUMAIOTCS
npenaparsl.
Monotepanuss UopyTunud [48].
Ha3Banmue npenapara | Pacuernas JAHu IMpumevyanus
n03a BBE/JI€HUSA
HNopyTuHUO 560 mr B cyTku | ExxeqHeBHO [Tpumensiercs
BHYTPb 4 €KETHEBHO hi (o)
KarcyJibl) MIPOTPECCUPOBAHUS
3a0o0seBaHus WM
HEJIOITyCTUMOTO
TOKCHUYECKOTO
JIEVICTBUS
MoHoTepanust AkaaadopyTunud [47].
Ha3zBanue npenapara | PacuerHas Jdum IIpumeyanus
n03a BBE/JI€HUA
AxanadpyTunuo 200 mr B cytku | EsxxenneBHO [Io 1 kanc 2 pasa B
BHYTPb (2 JICHb.
KaICyJIbl)




Momnotepanus Benerokiake [53].

Ha3Banue npenapara | PacuerHas Jdum IIpumeyanus
n03a BBe/IeHHSA
Benerokiakc 20 — 400 mr ExenHeBHO B teyenum nepBbIx S
gaert mo 20, wmr
BHYTpb, Jajee C
MOCTETICHHBIM
YBEIIMYEHUEM J103bI (B
TEUCHUU 5 HEACNIb) J0
CyTOYHOM HOPMBI —
400 Mr/cyT, BHYTDb.
UopyTnHu6 + purykcumao [47-49].
Ha3Banme npenapara | Pacuernas JAHu [Mpumevyanus
103a BBe/IeHHS
Purykcumad 375 mr/m2 OIMH pa3 B | B/B, KallEJIbHO
HEZEII0 B
TEUCHUE 4
HEJeb, 3aTeM
1 pa3 B 28
JTHEW B
TE€YEHHUE 2 JeT.
NopyTunuod 560 mr B cytku | EsxxenneBHO [Ipumensiercs
BHYTPb 4 €KETHEBHO hi (o)
KarcCyJibl). MPOTPECCUPOBAHUS
3a00eBaHus W
HEJIOIYCTUMOTO
TOKCHYECKOTO
JICVCTBHSL.
Momnotepanus Jdenaaugomuna [43, 44].
Ha3Banue npenapara | Pacuernas AHu Hpumeyanus
1032 BBe/IeHUSA
JleHaImaoMuQ 25 mr 1-21 nqam BHYTpPb

Jleuenne BO300HOBIsETCST Ha 29 J€HB,

OPOBOJUTCA A0 MPOTrPECCUPOBAHMS
3a00JIeBaHUsI UMHEONYCTUMOIO TOKCUUECKOIO JEMCTBHSL.

Jlenaaugomup + purykcuma0 [48, 49]

Ha3Banue npenapara | Pacuernas JAHu Hpumevyanus
n03a BBeJIeHHUS
Purykcumad 375 mr/m2 1,8, 15, 22 4 e)XKEHEIEIbHBIX
BBEICHUS
JleHamaoMuQ 10 mr 1-21 nam BuayTtpb
Jlenamumomun®** 10 Mr exemHeBHO, N0, BO BpeMsi M T1OCJI€ MPUMEHECHHS




puTykcuMaba**, mo mporpeccupoBaHHMS 3a00J€BaHUS WM HEJIOIMYCTHMOTO
TOKCHYECKOI'0 JEHCTBHSL.

Putykcuma6** 375 mr/mM? B/B Kan. 4 ekeHeeNbHBIX BBEJIEHUS, IOcie IBYX 28-
JTHEBHBIX IUKJIOB JICHAIMIOMU/IA (TTOcie 8 HeAeb MprueMa JICHAIHIOMU/IA .

Kaaapubun + purykcumao.

Hassanue npenapara | Pacuernas Auu Ipumeyanus
1032 BBeJIeHUS
Purykcumab 375 mr/m2 1 neHpb B/B, KaIleJIbHO
Kanaapuoun 0,12 mr/kr/cyt | 2-6 nHM B/B, KalleJIbHO 3a 2
yaca uim 24 yaca.

Tpauncdy3nonHas noaaepKKa.

[Tokazanusi K IPOBEACHUIO TPaHC(HY3MOHHON Tepanmuu ONPeEestOTCs B IEPBYIO
ouepeqlb KIMHUYECKUMH TMPOSIBICHUSIMUA WHIWBHUAYAJIbHO JIA KaXXIOro MalKeHTa C
Y4€TOM BO3pacTa, COMYTCTBYIOIIUX 3a00JE€BaHUM, MEPEHOCUMOCTH XUMHUOTEpANUU U
Pa3BUTHS OCTOXKHEHUHN Ha MPEAbIAYIIUX dTanax JICUCHHUS.

JlaGopatopHble  moOKa3zaTeld  JJid  ONpENeNICHUs  TMOKa3aHUd  UMEIOT
BCIIOMOTATEIbHOE  3HAY€HHWE, B OCHOBHOM [JIi  OLEHKA  HEOOXOJAMMOCTH
nporiIakTHIeCKUX TpaHC(Py3uil KOHIIEHTpaTa TPOMOOITUTOB.

[Tokazanusi kK TpaHC(hy3UsIM TaKKe 3aBUCSAT OT BPEMEHH, IOCIE MPOBEICHUS
Kypca XMMHOTEpAllUd — MPUHUMAIOTCS BO BHUMAaHHE, MPOTHO3UPYEMOE CHUKECHHE
nokasarteliel B OJrkaiiiiie HeCKOJIbKO JHEH.

JpuUTpOUUTAPHAs Macca/B3BeCh:

* VYpoBeHb TreMOINIOOMHAa HE HYKHO IOBBINIATh, TMOKA OOBIYHBIE PE3EPBHI U
KOMIICHCAIIUOHHBIC MEXAHU3Mbl JOCTATOYHBI ISl YIAOBJIETBOPEHHUS MOTPEOHOCTEM
TKaHEN B KUCIIOPO/IE;

e CymecTByeT TOJBKO OJHO TMOKa3zaHWe Il TpaHChy3Uil SpUTPOIUTCOACPKAIINX
Cpel TMpU XPOHUYECKUX aHEMHUSIX — CHUMITOMHAas aHeMmus (MPOSBIISIONIASCS
TaxuKapAuei, OJBIIIKOM, CTeHOKapaued, cuHkomne, de novo Jenpeccuedt Wiu
anesarent ST);

* VYporenp remoriobuHa mMenee 30 r/m sBisIETCS aOCOJMIOTHBIM MOKa3aHUEM JJIst
TpaHChy3UU IPUTPOITUTOB;

 Ilpu oOTCyTCTBUM JE€KOMIICHCUPOBAHHBIX 3a00JI€BaHUN CEPJIEUHO-COCYAUCTOMN
CUCTEMBI M JIETKUX MOKAa3aHUSAMH JJIs1 MPOPUIAKTUUECKON TpaHChy3Ur SPUTPOIIUTOB
IPY XPOHUUYECKUX aHEMHSIX MOTYT OBITh YPOBHH TeMOTJIOOMHA:

Bospacr (J1er) Tpurrepusiii ypoenb Hb (1/01)
<25 35-45

25-50 40-50

50-70 95

>70 60

KonuenTpar TpoMOOLUTOB:



e Ilpu cHmwxenun ypoBHsS TpombGouuToB MeHee 10 x10%n1 wmm mosBneHMu
reMOpparuyecknuxX BBICHIIAHUM Ha KoOXKe (NeTeXUH, CHHSYKU) MPOBOJIUTCS
npodunakTuaeckas Tpancdysus adepe3HbIx TPOMOOIIUTOB;

* [lpodunaktuueckas TpaHchy3us adepe3HbIX TPOMOOIMTOB Yy MAI[MEHTOB C
JUXOPAJKOM, MalMeHTaM, KOTOPBIM TUTAHUPYETCS] UHBA3UBHOE BMEIIATEIHCTBO MOXKET
IPOBOIUTCA TIpH GoJiee BEIcOKOM ypoBHe — 20 x10%/1;

* [Ipy HaMMUUMKM TeMOPPArMuEeCcKOro CHHApPOMA NETEXUATBbHO-TIATHUCTOTO THUIA
(HOCOBBIE, JIECHEBBIE KPOBOTEUEHHsS, MEHO-, METPOpparud, KpPOBOTEUEHUS APYTHX
JOKanu3anuii) TpaHcPy3usi KOHIEHTpaTa TPOMOOIIUTOB TPOBOJUTCS C JICUCOHOU
LENBIO.

CBeke3aMOpOKeHHAS MJIa3Ma:

* Tpancdy3un C3II mpoBomATCS y MAIMEHTOB C KPOBOTECYCHHEM WJIH TEPe
MIPOBEICHUEM MHBA3UBHBIX BMEIIATEIHCTB

o [Tanpmentst ¢ MHO >2.0 (npu HEHpOXHPYPrUYECKHX BMeIaTebcTBaXx >1.5)
paccMaTpuBalOTCs Kak KaHauaaTel Juisi Tpancysum C3I1 mpu 1uiaHupoBaHUU
WHBA3UBHBIX Tpouenyp. [Ipyu miaHoBBIX BMeENIATEICTBAX BO3MOXKHO Ha3HAYCHUE HE
MEHee, 4eM 3a 3 JHA JO0 BMelIarenbcTBa (uroMeHaguoHa He MmeHee 30 wmr/cyr
BHYTPUBEHHO WJIA BHYTPb.

[lepeueHb OCHOBHBIX JIEKAPCTBEHHBIX cpeactB (umeromux 100% BEpOSITHOCTH
PUMEHEHUS).

®apmakorepaneBTr | Mexaynapoanoe | Crmoco0 YpoBeHnb

HYecKas rpynmna HENATEHTOBAHHOE | IPUMEHECHUA A0KA3aTeJIbHOCTH
HAMMEHOBAaHHE
JIC

AHTHHEoOIUTacTHYeC | benaaMmycTuH BuyTpruBeHHOE B

KHE Ipenaparsbl
Bunkpuctun BnayTtpuBeHHoe A
['emimmraOun BuyTrpusenHoe C
JlokcopyOounma BHyTpHBeHHOE A
Knagpubun BnayTtpuBeHHoe B
Jlunmocomaneubli | BHyTpHUBEHHOE C
JIOKCOPYOUITUH
IETWJINPOBAHHBIN
MetoTpekcar BuyTtprBeHHoe C
OxcanuriaTuH BnaytpusenHoe C
[{uknodochamun | BHyTpuBeHHOe C
[{ucnnatuH BuyTpuseHHoe C
[{utapabun BuyTtpusenHoe C
DTOno3u1 BuyTtprBenHoe C




TaprerHbie AkananOpyTUHUO | BHYTpb C
npenaparsl boprezomn6 BHuyTpuseHHoe A
BeneTokiakc BHYTpPb C
N6pyTHnO BHYTpb C
Putykcumad BuyTrpusenHoe A
I'mokokopTukocre | IIpennusonon BuyTrpuseHHoe C
pouabI Metunnpennusoino | BHyTpuBeHHOE C
H
JlexcameTa3oH BuyTpuseHHOe C

NB! HOHOHHHTGJ’ILHOG MCOAUKAMCHTO3HOC JICUCHUC TIIPOBOIHUTCA COOTBCTCTBCHHO
IMPOTOKOJIaM JICHCHUS PAa3BUBIINXCS OCJIOKHEHUM.

5.4 Xupypruveckoe BMeIIaTeJIbCTBO:

* PeseknuonHas  Ouomcusi Jgum@oys3ia MM o0pazoBaHMs - A
TUCTOJIOTUYECKOTO W MMMYHOTMCTOXMMHUYECKOTO  HCCIEIOBAHHMS C  LEJBIO
BepudUKaIU AUaruHo3a (M/uiu MoITBEPKACHUS pelu/IMBa 3a00JI€BaHUs).

* IlonHas CINIEHIKTOMHS - JIJI1 TUCTOJIOTMYECKOTO U UMMYHOTHCTOXMMHYECKOTO
UCCIIEIOBaHUs C 1e/bI0 BepU(PUKAMK JuarHo3a (W/Wiau MOATBEPKICHUS pPEluIMBa
3a00J1eBaHus1) IPU OTCYTCTBHH JIPYTUX JOKATU3ALUN JIUM(POMHOIO MOPAKEHHS.

* MHcceyeHne aHAJIBHOUM TPeWIUHbI (OCTPOM/XPOHUYECKOM) - IO TMOKAa3aHUSIM B
paMKax MNpPOPWIAKTUKA / JI€YEHUS CENTHYECKUX COCTOSHUM Yy TMalHeHTOB ¢
remMo0J1acTo3amMH.

*  VYiaajeHue reMOpPpOHIAIbHBIX y3JI0B (TeMOPPOUAIKTOMHUS) - IO MOKA3aHUSIM B
paMkax NOpOPUIAKTUKKA / JIEUYEHUS] CENTUYECKUX COCTOSHUM Yy MalMeHTOB C
reMo0JacTo3aMu.

* BckpbiTHe mnapanpokTura/uHGUAbTPATA - N0 MOKa3aHUSAM B  paMKax
PO UIAKTUKH/ICYSHUS] CENTUYECKUX COCTOSTHUH Y MAIIMEHTOB C TeMOOJIaCcTO3aMHu.

* BbiBegeHne cTOMbI KHIIEYHUKA - 110 TTOKa3aHUSAM (TIPU OCTPOU U XPOHUYECKOMN
aHaJBLHOM TPEIIMHBI) B paMKaX MPO(PUIAKTUKU/JICUEHUS CENTUYECKUX COCTOSHUU Y
MAIIMEHTOB C TeMO0JIaCTO3aMH.

* IlneBpajibHasi MyHKIUA - 110 TIOKA3aHUSIM TTPU THAPOTOPAKCE TIJIEBPUTE.

e JlamapoueHre3 - 110 NOKa3aHUAM IIPU aCLIUTE.

OCHOBHBIM TPOTHBONOKA3aHUEM K XHPYPTHUECKHM BMEIIATEIICTBAM SIBIIETCS HE
KYIIUPYEMBIA FEMOPPArnyeCKUd CUHIAPOM.

NB! Xupypruueckoe jieueHUE OpOYUX COMYTCTBYIOIINX XUPYPrUUECKUX MATOJIOTUU B
paMKax JICUEHHUS] COOTBETCTBYIOIIETO MTPOTOKOJIA.

5.5 JlaabHeilee BeleHUE.

) OTtBeT Ha JieueHHe A0JDKeH ObITh moATBepxkaeH 1o [IDTKT uepes 3 mecsua ot
3aBEPILICHUS UHUIIUAJIBHOMN Teparuu.

° [Tarmentam, 3aBepimmMBIIAM JiedeHre no noBoay MKII ¢ noctmwxkenuem 110 wnm
YO, pexomeHayeTcs AMCHAHCEpHOE HAOIIOACHHWE Yy Bpada-OHKOJOTa WM Bpada-
reMaTosiora B TeUeHHe 1-To roja rmocje 3aBepIlIeHHs Tepaliy Kakaple 3 Mecsra, 2-T0
roga — Kaxnable 6 wmecsueB, B JanbHeidmem — exerogHo [10]. [ucnancepHoe



HAOMIOZICHUE JOJKHO BKIIIOUATh TIIATENBHBIA COOp >Kajmo0, KIMHWUYECKHUH OCMOTp
nanuedTa, OAK, buoxumudeckuii aHanyu3 KpOBH HEOOXOIUMO MPOBOJIUTH KaXKble 3
Mecsla B TeYEHUE 1-ro rojia ;KMU3HHU, 3aTeM KaxK/ble 6 MECALIEB B TEUEHUU 2-TO T0J1a U
B JTaJIbHEWILIEM — OJJUH Pa3 B rOJ.

e Jlns mamueHTOB, MOJYYaBUIMX AaHTPAIUKIWHBI B COYETaHUM C OOJydeHHEM
cpenoctenusi — wuccienoBanne ¢yakinun cepana (OKT m OxoKI) u merkmx
(ciuporpadusi).

e B cnyuae npumenenus iydeBoil tepanuu (JIT) Ha oOmacth men, peKkoMeHI0BaH
KOHTPOJIb TTI" Kak MUHUMYM €KErOJIHO.

e KT meun, OI'K, OBII, Taza ¢ KOHTpaCTUPOBAHUEM KaXKJble 6-MECALIEB B MEPBBIC 2
roja OT 3aBeplIeHUs] Tepanuu, JuO0 Mo KIWHWYecKuM moka3zanusaMm. [IDTKT
npoBoauThesa B ciydae eciau  nociaenauid [IDTKT coorBercTtBOBanm 4-506aiioB
Deauville mis monaTBepkIeHUS TOJHOIO OTBETa/B  Ciydae TIOJO3PCHHUS Ha
nporpeccuro/penuaus 3adoneBanus [10].

e Takke pEKOMEHAYETCS  pPAacCMOTPEHHE  Bompoca 00  HCMOJb30BAHUU
AHTUITHEBMOKOKKOBOM  BaKIMHBI, MallME€HTaM JJIMTEJIbHO  HaXOJAIIUMCS  Ha
NOJIEP>KUBAIOILEN TEpaK puTyKcumadom [3].

o [Ilpu nposenenuu AmioTKM HaOmofeHHE MPOBOAUTHCS COTIACHO MPOTOKOIY
QJJIOTEHHOW POJICTBEHHOW/HEPOJICTBEHHOM TpAHCIIAHTAI[MM KOCTHOTO MoO3ra B
TEYEHUU S5-TU JIET C MOHUTOPUHTOM MHHHMAJIBHOW OCTAaTOYHOHM O0je3HH (METOa0M
[THP, FISH, NGS) u noHopckoro xumepusma.

6. UuankaTopbl 3¢ (PeKTUBHOCTH JIeUEHUS.

e  Bcewm nanuenram ¢ MKIJIL, nocne 3-4 KypcoB XMMHOTEpAIIUU U MOCIIE 3aBEPLICHUS
BCEH MpOrpaMMbl JeueHusl, HE0OX0AMMa OIIEHKa OTBETa Ha TEPAINHi0 B COOTBETCTBUU
CO CTaHIAPTHBIMU KpPUTEpUsIMH oOTBeTa Ha JjedeHue Jaumdom [10] Ouenky
3¢ (HEKTUBHOCTH IPOBEIEHHOMN TEPAMH HEOOXOIUMO MPOBOAUTH COTIACHO KPUTEPHUSIM
Lugano. (cm. npusoxenue 4)

e Jlna Trpymnmel NAUEHTOB, KOTOpbIM B jae0ioTe 3aboneBaHus U JUIs
pectanupoBanusi npoBogutcsa [IDT/KT, >¢ddexkTHBHOCTL JeYeHUs OIICHUBACTCS IO
mikaiie Deauville (cm. npuioxkenue 5).

7. OPTAHU3AIIMOHHBIE ACIHHEKTBI ITPOTOKOJIA:

7.1 Chnucox pa3padoTYUKOB TMPOTOKOJA ¢ YKa3aHHEe KBaJIM(PUKANMOHHBIX
JAHHBIX:

1) Kemaiikun Baaum MarBeeBud - KaHAMIAT MEAMIIMHCKUAX HAYK, Bpau-reMaToJor
BBICIICH KBAIM(PUKAITMOHHOW KAaTErOpWH, PYKOBOJIUTEh IIEHTPA OHKOTEMATOJOTUN U
TKM, TOO «HanuoHanbHbIl HAyYHbII OHKOJIOTUYECKUH LIEHTPY.

2) JKynic I'ymxanat KyaHBIIIKBI3BI - Bpad-reMaTosior IEHTPa OHKOTEMAaTOJIOTHH U
TKM, TOO «HauuoHanbHbIl HAyYHbII OHKOJIOTUYECKUH LIEHTPY.

3) Capuna Cabuna TypraHOaMKbI3bl - Bpad-reMaToJIor IEHTPa OHKOTeMaTOJIOTHH U
TKM, TOO «HanunoHanbHbIl HAyYHbI OHKOJIOTUYECKUI LEHTPY.



4) Knom3wHCKUH AHTOH AHATOJNBCBUY — KaHAWIAT MEIUIIMHCKUX HayK, Bpad
reMaroJior, «L[eHTp remaTonorum».

5) PamazanoBa Paiiryne MyxamenoBHa — JOKTOp MEIUIIMHCKHMX HayK, Bpau-
reMaToJor  BBICIIEH  KBaNM(UKAMOHHOW  Kareropuu, mnpodeccop Kadeaps
BHyTpeHHHX Oonesnert HAO  «Kazaxckuit  HarmuonaneHbli  MeIUIIMHCKHIMA
yauBepcuteT umeHu C.J1 AchenausipoBay.

6) T'ab6acoBa Cayne TenemOaeBHa - Bpad reMaTosIOT BBICHICH KAaTETOPUHU, MArucTp
OOIIIECTBEHHOTO 3/IpaBOOXPAHEHUs, WICH o0mecTBa oHKoremarosioroB PK, wien
Acconmanuu oHKos0oroB PK, pykoBoauTens IEHTpa reMaToJIOTMU ¢ TpaHCIUIaHTaluen
koctHOro mo3ra KazHMuOP.

7) XynaiibeprenoBa Maxupa CelinyanmeBHa - kimHWYeckuid (apmakoior, TOO
«HannonanpHbI HAYYHBIM OHKOJIOTUYECKUN LIEHTPY.

8) PammnnbexoBa ['ympmupa KypOaHOBHA - JOKTOp MEIMIIMHCKUX HayK, mpodeccop
K® UMC «HauuvoHanbHbI Hay4YHbId LIEHTP MaTEpPUHCTBA M AETCTBA», CTApPILHA
OpIMHATOP aKymepckoro oraeneHus Nel, Bpay akymep-rHHEKOJIOT.

7.2 Yka3aHue HA OTCYTCTBHE KOH(PJIUKTA HHTEPECOB: HET.

7.3 Peunenszentnl: TypryHosa Jlronmuna ['eHHagbeBHA — JOKTOP MEAUIIMHCKUX HayK,
Bpay-reMaroyior BBICIHICH KBaM(PUKAMOHHON Karteropuu, mnpodeccop Kadeapsbl
BHyTpeHHHX Ooiie3Heit HAO «Menuuunckuii YHuBepcutete r.Kaparangay.

7.4 Yka3aHue yCJI0BMH NepecMOTpPa MPOTOKOJIA: IEPECMOTP MTPOTOKOJIA Yepe3 S JET
MOCJIe €ro OMmyOJIMKOBaHUSA M C JaThl €ro BCTYIUICHUS B JCUCTBUE WIW NMPU HATUYHUU
HOBBIX METOJ/IOB C YPOBHEM JI0Ka3aTE€JIbHOCTH.

7.5 CHHCOK MCNO0JIb30BAHHOM JIUTEPATYPHI.

1) AJTOpuUTMBI AMATHOCTHKH U MPOTOKOJIBI JICUCHHs 3a00JICBaHUI CUCTEMbI KPOBH.
HccnenoBarenbCckuil MPOTOKOJ JieUeHUS JUMGOMBI U3 KJIETOK MAHTHHUHOW 30HBI Y
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[Ipunoxenue 1

HNunexc Kapnosckoro/lllkana ECOG-BO3.
OO01iee COCTOSITHME OHKOJIOTMYECKOro OOJIBHOTO PEKOMEHJOBAaHO OlIEHUBATh I10
unjekcy Kapunosckoro (0-100%) unu lkane ECOG-BO3 (0-4 6anna).

Nunexc KapHoBckoro AxktuBHOC | llIxaaa ECOG-BO3 baaa
Th,%

CocTrositHue HOpMAIILHOE KaTI00 100 HopwmaiibHast ak THBHOCT. 0

HET.

Cnoco0eH K HOpMaJIbHOM 90 EcTb cumnTomsl 1

TeSTEIIbHOCTH, HE3HAYUTEILHBIC 3a00JIeBaHusl, HO OJIMKE K

CUMIITOMBI HJTU TIPU3HAKH HOpMaJIbHOMY

3a00JICBaHUSI. COCTOSTHHIO.

HopmanbHast akTHBHOCTB C 80

YCHITUEM,

OO6cayxuBaet ceds 70 bonbie 50% aHeBHOTO 2

CaMOCTOSITENIEHO, HE CITIOCOOEH K BPEMEHH MIPOBOJINUT HE B

HOPMAaJILHOU ACSITENbHOCTH WIIH MOCTEJH, HO MHOT /A

aKTUBHOM paborTe. HY)KJIA€TCsI B OT/IBIXE.

Hyxnaetcst mopoit B TOMOIIIH, HO 60

CIIOCOOCH caM yI0OBJIETBOPSITH
OOJIBIIIYIO YaCTh CBOMX

OTPEOHOCTEH.

Hyxnaercs B 3HaunTEIbHON 50 Hyxnaercs B 3
ITIOMOIIY ¥ MEJIUITMHCKOM MpeObIBAHUM B TIOCTEIIH
00CITyKUBAHUU. 6osiee 50% qHEBHOTO
NuBanun, Hyk/1aeTcs B 40 BPEMEHH.

crnernuagbHOM MMOMOIIH, B T.4.

MEIUIMHCKOMH.

Tspkenass MHBAJIMIHOCTD, 30 He crocoben 4
IMOKa3aHa IOCIUTaIN3allus, XOTs 00cITy)KuBaTh ceos,

CMEpThb HE MPEJCTOUT. MIPUKOBAH K IMOCTEJIH.

Tsokenpiit 00pHOM. HeoOX0 UMbl 20

AKTUBHOE JICUCHHE U

FOCHUTAIN3ALIHSL.

YMuparonmi. 10

[Ipunoxenue 2

Kaaccupukanusa mumdpom. BO3 2016 rox.
B- ki1erouHbIe ONyXo0J1u:
e XpoHnueckuit muMQosieiko3/ muMdpoma U3 MaabIX JUMQPOIHUTOB;
e MoHOKJIOHAJBbHBIN B-KIeTOUYHBIN TUMQPOIUTO3;



B-niponumdonutapHslii neiikos;

JIumpoma cene3eHKH U3 KJIETOK MaprUHAIBLHOMN 30HbI;
BonocaTokiaeTouHbIN JICHKO3;

JImmpoma/ neitko3 cene3eHKH, HeKIacCUPUITUPYESMbI:

- Iuddysnas menkoknerounas B- kinetounas mumdpoma KpaCHOM MyJIbIIbI
CEJIC3EHKH;

- BonocarokneTouHbli JeHK03- M0 1I00HBIN BapHaH.

e JlumdormmazmonutapHas iumdpoma

- Makpornobynunemus Banbnencrpema

e MoHoOKJIOHaNbHBIE TaMManaTuu HesscHoro rene3a (MGUS), IgM:

- bose3Hp o- THKENbIX LCeH;

- bone3Hsp y- TSHKEbIX HEeneu;

- bone3Hp - TSHKENBIX LENEeH.

e MoHoKJIOHaJbHBIE TaMManaThu HescHoro rere3a (MGUS), IgG/A:

- [Ima3zMokeTouHast MUEIOMa;

- ConurapHas 1ma3MoLUTOMa KOCTH;

- DKCTpamMeayJIsipHas MUEJIOMA,

- bosie3Hb HaKOIIEHNS MOHOKJIOHAJIbHBIX UMMYHOTJI00YJIMHOB.

e DKCTpaHOJaJdbHas TUM(pOMa U3 KJIETOK MapTHHAIBHON 30HbI IUM(OUTHON TKaHHU,
aCCOIMUPOBAHHOM €O ciau3ucTo obonoukor (MALT- numdom);

e HopanbHas nuMdoma 13 KIeTOK MapruHaIbHON 30HBI;

e HopanbHas nuMdoma 13 KIETOK MapTruHAILHOM 30HbI, IEAMATPUYECKUNM BApUAHT;
o QoyuKyIsipHast JIuMpoma:

- In situ dhommukynsgpHas HeoIIa3us;

- GonnukynspHas TuM@oma 1yoeHaTBLHOIO TUTIA.

o QoyukysipHas IuMdoma, neguaTpuuecKuil BapuaHT;

o Kpynnoknerounas B- kierounas mumdoma ¢ IRF4;

o [lepBuyHas KoKHas ICHTPOPOJUTUKYJIApHAS TUMPOMA;

o Jlumdoma u3 KIECTOK MaHTHUH:

- In situ HeomIa3us U3 KJIETOK MAHTUU;

o Jlubdysnas kpynHokierounasi B- knerounas numpoma, NOS:

- GCB-tun (aurm. germinal center B-cell-like);

- ABC-tun (anri. activated B-cell-like).

e B-knerounas numdoma, Ooratas T-KJIeTKaMU/TUCTUOLIUTAMU;

e [lepBuunas JIBKKJI nentpanshoii HepBHo# cucuremsl (LIHC);

o [lepBuunas koxHas auddy3Hass KpyMHOKIETOUHAs B- kineTounas mumdoma ¢
MOpaXeHUEM HIKHUX KOHEYHOCTE;

e EBV1+ DLBCL, NOS;

e EBVI+, kK0XHO-CIU3UCTAs SI3Ba;

e JIBKKIJI, cBA3aHHasi C XpOHUUYECKHUM BOCIAJICHHUEM;

¢ JlumdbomaTouIHBIN TPaHyJIEMAaTO3;

e [lepBuyHas MenuacTUHaIbHASA (TUMUYECKAs) KPYIMHOKJIETOUYHAs B- KieTouHast
mumbpoma;



BuyTpucocynuctas kpynHokieTouHast B- kinerounas numdoma;

ALK + kpynHokneTouHas B- kinetounas numdoma;

[TnazmobmactHas mumdoma;

[lepBuuHnas sxccynaTuBHas tuMdoma;

HHV81 DLBCL, NOS*;

Jlumdoma bepkurra;

bepkutononobuas mumdoma c aboeparueii 11q;

B-knerounas nuM@oma BRICOKOH CTETEHU 3710Ka4eCTBEHHOCTH, ¢ MyTarusimMu MY C

n BCL2 u /umu BCL6;

B-kierounas nuMdpoma BBICOKON CTENEHU 3710KayecTBeHHOCTH, NOS;
B- knerounas numdoma, Hekitaccuuimpyemas, ¢ mpu3HakamMmu, MPOMEKYTOUHBIMU

mexay nuddy3Hoit KpymHoKIeToUHOM B- kiaetounoi mumdomoit u aumdomoit
XOKKHUHA;
T/ NK- Kj1eTo4HbIe OIYyXO0JIM:

T- K1eTOYHBIN MPOIUMQPOLUTAPHBIH JIEUKO3;

T- KIETOYHBIN rPaHyISPHBINA TUMOOIUTAPHBIN JEHKO3;

Xpouunyeckoe numdonponudpeparuBHoe NK- knerounoe 3a06oseBaHue;
ArpeccuBHbI NK- KIIETOYHBIN JIEVKO3;

Cucremnas EBV T-knerounas numdoma y netei;
['napoaocnieHHOBUAHO- TOJOOHASITUMPOMA;

T- knerouynast tuMdpoma/ IeK03 B3pOCIBIX;

OkctpanoaanbHast NK/ T- knetounas iumdpoma, Ha3anbHBIN THII;
AcconuupoBaHHas ¢ sHTeponartuel T- kierouHas IMMQpoma;
Monomopdnas snuTenroTpornHas kuiiednas T-mumpoma;

HNunonernue T-knetounsle tuMdonponudeparuBubie 3a0oneBanus XXKT;
['enaTocnennyeckas T- kiaeTounas mumdoma;

[ToakokHass MaHHUKYIUT- Togo0Has T- kiaeTounas numdoma;
['prOGOBUAHBIN MUKO3;

Cungpom Cezapu;

[Tepsuunbie koxxHbie CD30- mo3utuBHbIEe T- KIIeTOUHBIE TUMGOMBL;
JIumbomMaTonaHBIN TATYIIIES;

[TepBuuHas KoKHas aHaIJIaCTUYECKask KPYMHOKIIETOYHas TuMpoma;
[lepBruunas koxHas yd T- knerouHas aumdpoma;

[TepBuunas koxHas CD8+ arpeccuBHas snuIepMOTpONHAs HUTOTOKcHYeckas T-

KJIeTO4Hast TuMpoma;

[TepBuunas koxuass CD8+ T- kimerounast numpoma

[lepBuunas koxHast nepudepuueckas CD8+ T- knerounas numdoma
[lepBuunas koxHass CD4+ menko/ cpeaHexseTouHas T- kiaeTouHas aumpoma;
[lepudepuueckas T- kneTounas mumpoma, HEYTOUHCHHAS;
AnrnonMmyHoOnactHas T- kierounas 1MMQpoma;

domnukynspHas T-kierouynas iuMdoma;

Honanwnas nepudepudeckas T-kinetounas tumdpoma ¢ penorunom TFH;



e Amnaruiactudeckasi KpynHokiaetouHas iuMpoma, ALK - nmo3utuBHasi;
e AHarulacTuueckas KpynHokierouHas iuMmdoma, ALK - HeraTuBHas;
e ['pyIHON MMIUIAHTAT-ACCOLMMPOBAHHOMN aHAIUIACTUYECKAsA KPYITHO-KIETOYHAS

mumbpoma;

Jlumpoma XoaKKHHA:

Honynsapuas ¢ numponanbmM npeodiananueM muMdoma XoHKKUHA;
Knaccuueckast numdpoma XomKKuHa;

Jlumdpoma XomKKHUHA, BapUaHT HOAYJISPHBIN CKIIEPO3;

Jlumdpoma XomKKUHA, BapUAHT, O0TaThIil TUMOIUTAMY;

JIumdpoma XomKKHMHA, CMEIIAHHOKIETOYHBIM BapHaHT;

JIumpoma XomKKruHA, BApUAHT ¢ TUMGOUTHBIM UCTOIICHUEM.

HocTpancniianraunonubie JuMonpoaudeparusubie 3a0o0aesanus (PTLD):

[Tna3smaTtuueckas runepruiasus (PTLD);
Nudexumonnsiii MoHonykieo3 (PTLD);

barpoBas dhonmukynspHas TUnepIIiasus;
[Tomumopduas PTLD;

Mounomopdnas PTLD (B- u T-/NK-kieTouHbIie THITBI)
Kinaccuueckas numdpoma Xomxkuna (PTLD).

HOBOOﬁpaSOBaHI/IH TMCTHOINUTAPHLIX U JCHAPUTHLIX KJI€TOK:

['mcTnonuTapHas capkoma,

['mctronmTo3 u3 kietok Jlanrepraca;

Capkoma u3 knetok Jlanrepraca;

HeonpeneneHHslil 0OITyX0Jb I€HIPUTHBIX KIETOK;
CapkoMa u3 IEHIPHUTHBIX KJIETOK;

CapkoMa (hoUTUKYISPHBIX AEHAPUTHBIX KIIETOK;
Onyxosb U3 pEeTUKYJIAPHBIX (PUOPOOTACTUUECKUX KIETOK;
PaccesiHHas r0HOIIECKask KCAHTOIPAHYJIOMa

bonesns Dpareiima-Uectep

[Ipunoxenue 3

Kuaaccudgukanus sumdom Ann Arbor, moaupurkauus Cotswold

Cragns [

e Tlopaxenue oqHON TMM(PATUIECKON 30HBI UIIU CTPYKTYPBI
o Jlokanu3oBaHHOE TOpaKEHUE OJHOTO OAKCTPATUM(DATUUECKOTO
OpraHa Wy TKaHU B IPEJeiax OJHOTO CETMEHTA.

Cramus 11

e [lopaxenue aByx wiu Oonee** numdarnyeckux 30H MO OJHY
CTOpPOHY Tuadparmei.

e Jlokanu3oBaHHOE B Mpe/eaax OJHOTO CETMEHTA MOPaKEHUE OTHOTO
AKCTpaTMM(paTUYECKOTO OpraHa WM TKAHH W €r0 PErHOHAPHBIX
TuM(}aTUIECKUX Y3JI0B C WU 0€3 MOPaKEeHHS APYTUX TUM(DATUIECKIX
o0JiacTei Mo Ty ke CTOpoHy AnadparmMal.

Cragnsg 111

o [lopaxenue muM(MaTUYECKUX Y3JIOB WA CTPYKTYp MO 00€ CTOPOHBI
nuadparmpr™**




¢ JlokamM3oBaHHOE B MpeJeNiax OJHOTO CETMEHTA IMMOPaKEHUE OJHOTO
e DKCTpaMM(aTHIECKOr0 OpraHa WM TKaHH W €ro pPErMOHApHBIX
TMM(ATHIECKUX Yy3JI0B C MOPAKECHUEM JAPYTrUX JTUMPATHISCKIX
oOyacteli mo 06€ CTOPOHBI AUa(parmMbl

Cragua IV | e JluccemuHupoBaHHOE (MHOTO(OKYCHOE) MOPaKEHHE OJHOTO WIIH
HECKOJIBKHUX AKCTpATMM(pAaTUYECKUX OpPraHOB, C WU 0e3 MOpakKeHUs
TuMdaTHIECKUX y3JI0B.

e lM3onupoBaHHOE MOPAKEHUE IKCTPATUMPATHUECKOTO OpraHa c
MOPAXKCHUEM.

e OrtnaneHHBIX (HE pEeTHOHAPHBIX) TUM(ATUUECKHUX y3JI0B.

e [lopaxxeHue neyeHn u/mim KOCTHOTO MO3Ta.

JlJ1s1 Bcex cTaauu.

A e OrtcyTcTBHE NPU3HAKOB B-cTaauu.

B Onuu unu 6oj1ee U3 CIEAYIOMNUX CUMITOMOB:

e Jluxopaaka Bbeimie 38°C He MeHee Tpex MAHEH mnoapsn 0e3
IIPU3HAKOB BOCTIAJICHUS.

e Hounsle npod)y3HbIE MMOTHI.

e [loxynanue Ha 10% Macchel Tena 3a nmociegHue 6 MecsIeB.

E e Jlokann3oBaHHOE dKCTpaHOAAIbHOE nopaxeHue (ripu [-Illcraausx).

S o [lopaxenue cenesenku (mpu [-Illcranusx).

X e Maccusnoe (bulky) onmyxoneBoe nopaxkenue —ouar 6osee 10 cm B
IMaMeTpe WM MEIUACTHHAIBHO-TOPAKAIBHBIN HHACKC***** Gonee
1/3.

* K num@artuyeckuMm CTPyKTypaMm OTHOCST JMM(aTHUeCKUe Y3JIbl, CEJIE3EHKY,
BUJIOUYKOBYIO JKelle3y, KOJbIlo Bampaeiiepa, uepBeoOpa3HbIi OTPOCTOK, TEHEPOBBI
OJISITIIKY.

** Tlpu numdome XomKKuHA JJISI BTOPOM CTaIWM HEOOXOAMMO TOTIOJHUTEIHHO
apa0Ockoii 1udpolt yKa3piBaThb KOJWYECTBO TMOPAKEHHBIX JHUMGPATHIECKUX 30H
(manpumep, ctaaus 114).

*#% Pexomenmyercs paznudarh craauto [111, ¢ mopaxkenneM BepXHUX a0JOMUHAIBHBIX
auM@aTUYecKuX y3JI0B (BOpOTa MEYEHH, CEJIe3eHKH, UpeBHbIE J1/y), U cranuto 1112, ¢
NOpPaKEHUEM 3a0pIOLIMHHBIX TUM(DY3IOB.

FdHk KoxxHbIN 3y]1 UCKITIOYEH U3 CUMIITOMOB HMHTOKCHKAITUH.

Fdkick MenuacTUHAIBHO-TOPAKAIbHBIM WHJEKC — OTHOIICHUE IIUPUHBI CPEIUHHOU
TEHH B CAMOM IIMPOKOM MECTE K JAMAMETPy TPYIHON KJIETKH B CaMOM IITUPOKOM €€
MecTe — Ha ypoBHe Th5-6Ha cTaHIApTHBIX MPSIMBIX PEHTIEHOTPaMMaXx.

[Tpunoxenue 4

Kpurepuun LUGANO nas ouenku orBera npu HXJL.

[19T nomkxHO OBITH MPOBENEHO ¢ KOHTpAacTHBIM ycuieHueMm u KT (MoxHO mpoBecTr
OJIHOBPEMEHHO WJIH MO OTAEIBLHOCTH).



Orser Noxanusayus N3T-KT (metabonuuecxuin orser)* KT (paamonoruuecxuit otser)
TNumoyans u sxcrpanum- | Ouenxa 1, 2w 3 6anNG ¢ pe3nayanLHO MACCod unw 6e3 Hee no 5-6annswoi wkane | Lienessie numdoy3ns/y3nossie maccs RO <1,5 cm s Haw6,
bauueckme ouark p b ouarm orcyTcTayloT
He uamepennsie ouaru — Orcyrcrayior
Monmsi Yeenuuenue pamepos — Perpecc 20 HOPMAnbHLIX Pa3mMeEpOB
orser opranos
Hoswie ouarn Her Her
Kocrmbiii moar Npuanaxu DAT-asuaHOro 3060nesaHHa OTCyTCTBYIOT H. A udecku; npH C AGHHBIX — UMy~
" np. 2
TNumdoy3ns u skcTpanum- | Ouenxa 4 wan 5 co no c Hossie w >50% ymenswenme /L A0 6 LEAEBHIX HIMEPAEMbIX NHMBOYINOB M IKCTPGHOAGNBHbIX OHArOB
darmyecxue ouarn ouaru otcy ytot. Mpu np 3TH AGHHbIE
CBMAETENLCTBYIOT 06 OTBETE ONYXONM, NPM HCCNEAOBAHMM NOCNE NEYEHUA MOTYT Ecnm o4ar MmeeT CIMWKOM mansie pasmepst Ans uamepenns Ha KT, ero paamepst npukmumaiorca
YKG3HBGTH HG pe3HAyansHoe 3060neBanHe KaK 5x5 s, €M 0uGr BonbLE He BH3yanM3MpPyeTcs — 00 mm
He u3amepennbie ovarn — Orcyrcrsyior, 6e3 " um
Y i - YmeHswenne anunsl cenesenxu >50%
|omeer oprana
Hossie ouarn Her Her
Kocthbiit moar Py # 30xear, # TaKOBOH KOCTHOTO MO3rQ, HO CHM- -
KEHHBIA NO CPABHEHMIO C MCXOAHbIM (AonyckaeTcs M¢¢y)nuu 3ax8aT, 06ycnosneHHsI
nocne P HGAMYMM NEPCHCTUPYIOWMX NO-
KQABHBIX M3MEHEHMI PEKOMEHAYETCA BHONCHA MNM NOBTOPHOE CKAHMPOBAHHE
Uenessie numboyansi/ Ouenxa 4 unn 5 6e3 cy ou 3axsata no cucxopuum | <50%y CNA o 6 AMMBOY3NOB  IXCTPOHORANBHEIX
Y3N0BbIE MOCCHI, 3KCTPGHO= | NPU NP! " nevemus. ouaros; npory orcyTcTByIoT
AQnbHbIE O4ATH Hossie nnu n OrPecCHpYIOLLMEe OYTArH OTCYTCTBYIOT
Orcyrcrane | pOpecORYIon 4k |
|oTeera He namepenbie ovarn - Hery , Ana nporp
(craBunskoe - ~
|306onesanwe) | Yeenmsenue pasmepos = Hery , Ans npor
oprana
Koctueii mosr Bes uamenenmi -
Uenessie numdoyansi/ Ouenka 4 unn 5 ¢ 3axsara no c w/unm Hossie Honuse o KpaFHes Mepe ORHOTO KPHTEPHA 3 CneAYIOUINX:
y3noseie maccs:, DLl -asuarsie ouarm, ana npw npomexy - Or, ovarm cHMNA>1,5 cm
ouaru " no nedeHns * Yeenuuenue Cﬂﬂ >50°/o or Haaupa
* Yeenuuenne HMA unn KO ot woaupa Ha 0,5 cm ans ouarce <2 cm u Ha 1 cm Ans ouaros >2 oM.
« Mpu HanKumn y b >50% or
no < #. Ecnu panee -
BENMYEHME ANMHBI HO 22 CM NO CPABHEHMIO € McxoaHONM. Mossnenme wm el 5
Mporpeccu- y an P 2 peumani
cnneHomeranm
pyrowee ! 1
3a6onesanmne | He uamepennsie ovarn Her Hosbie ouaru unu sBHOE yBenuyeHue paHee BLIABNEHHBIX O4OroB
Hosuie ovaru Hossie ®A- ouarm, ans 8 Gonsweit creneny, n % pocT paKee pa ouaros
ewm ana Apyrov (i b ). Mpu Hanusmu Hosuiit y3en >1,5 cm no moBoi ocu
COMHeNut HO 3THONOTHM 8 61ONCHA WK NOBTOPHOE HoBsiit 3KCTPGHORGABHBI 04ar >1 O Mo MoBo#t ock; ecnu pasmepst ouara <1 cm, ero Hanuume
CKQHMpPOBOHME AONXHO EbiTh OYEBMAHBIM M OH RONXEH BbiTh CBA3AH C MMMBOMON

Koctuiit moar

‘ Hossie unu peunansnsie AM-asuarbie ouarn

Hossie unu peumnausnsie ouarn

Mp:

3 Oamta no mkane Deauville y MHOTHX NaIllMEHTOB yKa3bIBa€T HA XOPOILIUN MPOTHO3
Opy  CTaHAAPTHOM Tepamnuu, OCOOCHHO TMpPU MPOMEKYTOUHOM PECTAAUPOBAHUMU.
Opnako, B ucnbeiTanusAx ¢ ydactueM IIDT, rme umccnenoBanuch AedcKaialus 103

XUMHOIpenapaToB, oTBeT 3 Oamia mo mkame Deauville pacnenmBaics kax

: dAr -

30, CMA - cymma
|*NauBannenas wkana M3T: 1 - wer 3axeaTa Bbiwe GOHG; 2 — 30x8aT < cpenocrenms; 3 — 3axear > CPeROCTENMS, HO < nEveHK; 4 — yMEpEHNMA 30XBOT > neveny; 5 - 3axsar
/Mnm HoBsie ouarM; X — HOBMIE ONGrH 3aXBATA

CBA3QHHI C

ouaros, HNA -

= =

# anamerp, KO — HNA,

€ nevewbio

ocs,
Bonswe no

HeaJIeKBaTHBIA OTBET (UTOOBI M30€KaTh HEJJOCTATOUHOTO JICUCHHUS).




[Ipunoxenue 5

Ouenka 3(peKTHBHOCTH NPOBeIeHHON Tepanuu o mkajge Deauville

Kputepuu Deauville
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HeT HakoIUTeHHA HakoIieHHS <CpeloCTeHHA HakoIUIeHHe>CpenoCTeHHA<IIeYeHb Haxomnienne ymepeHo CymecTeeHHOR

CHIIBHEE, "IEM B BO3pacTaHHE HAKOILIEHHA

Tic3cHa B m060# 061acTH,

BKIIX04aA HOBBIC O4ard

[Ipunoxenue 6
Kiaunuveckue ¥ TeXHUYeCKHUE TPEOOBAHMS K JIy4eBOil Tepanuu.

Kinnuveckue TpedGoBaHusl.

OnTuManabHBIM UHTEPBAT MEXAY OKOHYaHHeM X T 1 HauajgoM JydeBOW Tepanuu — 2-
4 nenenu (HO He OoJiee 6 HENENb).

OdeHb BaXHBIM I [UIAHUPOBAHUSL JIy4YE€BOM Tepamuu SBIAETCS KAadyeCTBO
CTaJMPOBaHUA 3a00JIEBaHM 0 Hauajga Xxumuorepanuu. OnucaHnne 04aroB MopaxKeHus
Mo JaHHbIM KiauHu4eckoro ocmotpa, KT, MPT nomkHO BKIHOYaTh aHATOMUYECKH
TOYHYI0 HX JIOKQJIM3alHMI0, KOJIMYECTBO, MAKCUMAaJIbHbIE pa3MEpbl B CAHTUMETPAX,
OCOOCHHO 30H MAaCCHUBHOTO TMOpaXEHHUs, YKazaHUE 3-X Pa3MEPOB 30HBI MOPaKCHHUS,
BKJIIOYAs MPOTSHKEHHOCTh. [Ipu omucaHuM MOpaKeHHsS CPEAOCTEHUs 00s3aTeIbHO
ONpPEAECICHUE MEANACTUHAIBHO-TOPAKAJIBHOTO HHAEKCA MO NPIMOMY PEHTIT€HOBCKOMY
CHUMKY. Il aTUNWUYHO pPaCIOJIOKEHHBIX TMOPAKEHHBIX JMM(GATUUECKUX Y3JIOB,
MMOMHMO OIMCAHUS WX, HEOOXOIUMO YKa3bIBaTh UX KOOPAUHATHI (PAaCCTOSHUE B CM TIO
TOPU30OHTAIM U BEPTUKAIM OT JIETKO OMPEENIIeMbIX aHATOMUYECKHUX OPUEHTHUPOB).
Bcro ykazanHyro Bbillie HH(POPMAIMIO PEKOMEHIYeTCs M300pakaTh Tpaduuecku Ha
aHATOMHYECKOU CXeMe YeJIOBEUECKOTO Tela BO (PPOHTATBHON MTPOCKITUH.



Jo navana XT mnpu Hamuuuu mnonHOM wuH(OpMamuu 006 oO0beMe HCXOIHOTO
MOPAKEHUS PEKOMEHJYETCSl COBMECTHAsl KOHCYJbTAIMSl FeMaTOJIOrOB-OHKOJOTOB U
paauosioroB. Oco00 TOKHBI ObITh BBIIETIEHBI 30HBI COMHUTEIBLHOTO HIJIA BEPOSITHOTO
MOpaXKeHUs, JeueOHask TAKTHUKA B OTHOILIEHUU KOTOPBIX TOJKHA OBITh MPEABAPUTEIILHO
corjacoBaHa M MOBTOPHO 00cyxaeHa nocie okoHuanus XT.

[Tpu Bcex moanuadparMaibHBIX MOPAKEHUSIX B CIyyae IMJIAHUPOBAHUS OOTyUEHHUS
CEeJIE3EHKH PEKOMEHAYETCS PaJMOM30TONMHOE uccienoBanue ¢GyHkuuu mnodek. [Ipum
HAJIMYUHU €MHCTBEHHOM JIEBOU MOYKH MO0 MPU 3HAYUTEIHHOM HapYUICHUH (YHKIUH
OpaBod TOYKH CJeAyeT OOCYIUTh IEeNeCOO0pa3sHOCTh  CIUICHAIKTOMHH, Kak
aJIIbTEPHATUBBI €€ 00JYYEHUIO.

Texnnueckue TpeOOBAHNS.

Jlnst mpoBeAeHUs JIy4eBOM Tepanuu MOYXHO HCIIOJIb30BaTh ramma-usinydenue Co60,
dotonHoe u3nydenue >uepruein 6 MOB u 18 MDOB (18 MDOB ucnonb3yercs B cirydae
ri1yOOKOTO pacmlojOXKEHUs] MHUIIEHHW, NpU OOJBIIMX 3HAUEHUSX MepeHe-3aqHUX
pa3MepoB). DJNEKTPOHHOE HM3IYYEHHE Pa3IMYHBIX 3HEPIUNA MOXKET MCIOIb30BaThCs
JUISL ICYEHUSI TOBEPXHOCTHO PACIOJIOKEHHBIX JIMM(AaTUIECKUX Y3II0B.

Pacuér nos3er JIT nmomxen mnpoBoguthes B cooTBercTBuM ¢ MKPE-50-62, rtre
yKa3aHbl OTHOCUTEJIbHBIE TOYKM M CyMMapHble A03bl. Pa3zoBas ouaroBas no3a He
JoJbKHA npeBbimath 1,8-2,0 I'p, neyeHne mMpoBOAUTCS €XKEIHEBHO 5 pa3 B HEAECIIO.
Crnenyer uzberats Havyasia JIT B nsaTHuIy u okoHyaHus kypca JIT B moHeeIbHUK.

B 3aBHCMMOCTH OT TEXHHYECKOW OCHALIEHHOCTH PAJUOJOTHYECKOTO OTACIICHUS
MOTYT HCIIOJb30BAaThCA PA3JIMYHbIE METOAWKM JIy4eBOW Tepanuu: OT JIEYEHUs
HECKOJBKUMH (PUTYPHBIMH MOJISIMHU (TPEOYIOIIETO YETKOM CTBIKOBKA CMEXHBIX MOJIEH
oOJiydeHus: BO H30€X)aHHUE Tepe-uiaud HEeA0O0OTydeHHs) [0 HOBEHIIUX METOJUK
koHpopmHoit mydeBoit Tepanuu (IMRT, RAPIDARC), cBogsummux K MHUHUMYMY
Jy4€BOE BO3JIEHCTBHE HA HOPMAJIbHbIE TKAHH.

JInst TOYHOro BOCHPOM3BENCHMS MOJOKEHHS MAalMEHTa BO BpeMs JICYEHUS
HEOOXOJMMO HCMOJIb30BaTh (PUKCHUPYIOMIME MPUCITOCOOTICHUSI — TOJATOJIOBHUKH,
WHJMBUAYAJIbHbIEC JIACTUKOBBIE MACKH, MOJCTABKH MJI1 HIKHUX KOHeuHocTeil. [lpu
O0Jy4YeHUU BCEX MOPAKEHHBIX 30H, KPOME MAXOBBIX M OCIPEHHBIX JTUM(PATUIECKUX
y3J0B, HCIOJB3YIOTCSI BCTPEUHbIE MepeAHe-3aJHue (QurypHele 1oas (OHHU
dopMUpYIOTCI € TOMOIIBIO  3AIIUTHBIX OJIOKOB WM  MHOIOJENECTKOBBIX
KOJUTMUMATOPOB THa(parMbl YCKOPUTEIS).

[Ipy nOMOAHUTENBHOM OOJYYEHUU OTIEIBHBIX TPYNIN JUMQPATHYECKUX Y3JIO0B
BO3MOYKHO JI000€ pacIoyIOKEHUE MOJeH, MUHUMHU3UPYIOIIEe JTy4yeBOE MOBPEKICHUE
3nopoBbix TKaHeW. Ilpu JIT ocTaTOYHBIX OOBEMHBIX OMYXOJIEW PEKOMEHIYETCs
O0OBEMHOE  IUIAHUpPOBaHUE  OOJy4YeHHUs, MPUMEHEHHE METOJUKH  OOJIydeHUs
TaHTE€HIUATbHBIMU TIOJIIMHM, MCIOJb30BAHME KOMIIEHCATOPHBIX KIUHBEB, METOJUK
koH(popmHO#t yyeBoit Tepanuu (3D CRT).

[Tpu mopaxennun muM@ouIHON TKaHU Kojblla Bambaeiiepa o0mydeHre MpoBOIUTCS
C ABYX OOKOBBIX BCTPEUHBIX MMOJIeH (HeoOXoquMa ImpeIBapuTeNibHasl CaHalUsl TOJIOCTH
pTa, UCMOJIb30BAHUE 3AIUTHBIX Ka).

Kaxnoe nedebHOe mmoJie JOHKHO MOJITBEPXKIATHCS PEHTICHOBCKUMH CHHUMKAMH C
MOMOUIBIO CUMYJISITOpPA WJIM CUCTEMOM KOHTPOJISE M300pakeHUs Ha YCKOPHUTEIIE.
O0bémbI 00,1yyeHHs.



Jns BeiOOpa amekBaTHOro oOBEMA 0O0MyuyeHUsT HEOOXOAMMO TMOMHHUTH 00
onpejeieHn obnacteid U 30H nopaxenus. Ha V MexayHapoJHOM CHUMIO3UyME IO
mumpome Xomxkuaa B 2001T. ObUIO YTOUHEHO, YTO TEPMUHOM «30Ha» 0003HAYAIOTCSA
aHATOMHYECKUE 30HbI, IO KOTOPHIM YyCTaHaBIMBaeTCA CTaaus 3a00JeBaHUs B
COOTBETCTBUM C Kiaccupukanueir Ann Arbor. TepmMun «obnacte» — 6ojiee MIUPOKOE
MOHSTHE, 00JIACTh MOXKET BKJIIOYATh B ce0s1 0AHY WK Oosee 30H. Tak B 0JiHy 00JacTh
ObLIM BKJIIOYEHBI IICHHBbIC, HAJ- U MOAKIIOYUYHBbIC JUM(aTHUECKUE Yy3Jbl C OJIHON
CTOpOHBI. Tarkke B OAHY 00JacTh OOBEIWHEHBI MEIUACTHHAIBHBIC JIMM(PATHICCKUE
y31bl U JUMQaTHUeCKue Y376l KOPHEW JIEerKUX, OJHOM OO0JacThl0 CUMUTAIOTCS
auM$aTHUECKHE Y3JIbl «BEPXHET0 3Taka» OPIOLIHON MOJIOCTH (BOPOTa MEYESHH, BOPOTa
CEJIE3HKM U KOPEHb OpBDKEWKH) W OJHOM 001acThio — JUMGATHUYECKHE Y3JIbI
“HMKHETO HJTaka” OpPIOIMIHOW TMOJOCTH - TMapaaopTajbHbIE W ME3CHTECPUATHHBIC
(pucyHoxk 1).

Pucynok 1. O6s1acTy 1 30HBI IOPAKEHUs IPH JTUMPOMAX.

[Ipunoxenune 7

DaxkTopbI PUCKA U NPOPUIAKTHKA TPOMOOTHIECKUX U TPOMOOIMOOTUIECKUX
OCJI0KHEHHUH
dakToppl pucka U NPOPUIAKTAKA TPOMOOTHUECKUX U TPOMOOIMOOIUUIECKUX
OCJIOXKHEHHM Y MalMEHTOB, KOTOPbHIE MOTYYatOT TATUAOMUJ WIH JIEHAIUIOMU/T

DaKTOpPbI PUCKA PexoMenayempble 1eicTBUA
NunuBuayanbHbie PaKkTOPhl pUCKa: e Het (hakTopoB pucka uiau oauH GhakTop
e Oxupenue (MMT Gonee 30 kr/m?); pucka (MHIUBUYAIbHBINA WU CBS3aHHBIN
o IlpemmectByromue  TpoMOoTHueckhe ¢ JIuMponponubepaTuBHbIM

COOBITHS; 3200JIeBaHUEM): allCTHIICAJTUIIMIIOBAS

e lleHTpanbHbli BeHO3HBIH Karerep umm Kucimora 80-325 mr 1 pa3 B CyTKH;



MCKYCCTBEHHbI BOJIUTENb PUTMA;

e AccomuupoBaHHbIe  3a0oJieBaHUS U
COCTOSIHHS: 3a00JIEBaHHU CCC,
XpOHHYEcKass OoJIe3Hb TIOYeK, jauader,
OCTpbIe HHPEKIIMHN, TMMOOUITN3AIIHS;

e XuUpypruyeckue BMEIIATENIbCTBA:
oOmiasi ~ Xupyprus, TpaBma, Jro0as
aHeCTe3Ns,

¢ llcnonp30BaHKHE 3PUTPOIIOITHHA,

e TpomOodumuu.

dakTOophI pHUCKa CBsI3aHHBIC c
auMdonponudepaTUBHBIM 3a00JI€BaHUEM:
e CaMo Hanuuue JUMQPOMBI, MHEIOMBI B
OCOOCHHOCTHU TIpU OOJBIION UHUIIUATIEHON
OIIyXOJIEBOM Macce;

e [loBbIlIEHHAs BA3KOCTh KPOBH.
DakTOpHI, CBA3AHHBIE C JICUCHUEM:
CoueraHue TalIUIOMUIA WU
JICHAIUIOMU/A C:

e BricoknMu 103aMu feKcaMeTa30Ha
(6onee 480 Mr B Mecs);

e J[okcopyOUIIMHOM;

e [lomuxumuoTepanuen.

e 2 1 6oJnee MHANBUAYATbHBIX WU
CBSI3aHHBIX ¢ JTUM(pOTpoIHQepaTUBHBIM
3aboJieBaHrEM (PAKTOPOB pHICKA:

- HuzkomonekynspHbie TermapuHbl
(9KBUBAJICHT YHOKcamapruHa HaTpus 40
Mr 1 pa3 B CyTKn);

niim

- [lomnas no3a BapdapuHa (11eaeBoe
sHauenne MHO 2-3)

e Hu3koMOIEKyIsipHbIE TeNapUHBI
(?KBUBaAJIEHT SHOKCcanapuHa HaTpus 40
Mr 1 pa3 B CyTKn);

NJIn

e [lonnas no3a Bapdapuna (11eaeBoe
3nayenne MHO 2-3).

IIpornocTuueckasi Mojiesib ACCOMUPOBAHHBIX C XUMHOTEpPanuei
TpoMOG03IMOoIMUecKnX ociaokHeHnii KhoranaA.A. u coasrT.

XapakTepuCTUKH NALUEHTA. banabl
Bepudunmposannas numdoma.
KonudectBo TpoMOLIUTOB 710 Havana xumoTtepanuu 350
TBIC/MKJI M BBIIIIE.
Yposens remoriobuna Huxke 100 /71 Wi UCIIOIB30BaHNE 1
PUTPOTIOITUHOB.
YPpOBEHB JIEUKOIIMTOB A0 HaYaJla XUMHAOTEpaIuu Baie | 1 1
TBIC/MKIL.
VMT Bbime 35 kr/m* 1
OO611ee KOJITUYECTBO Kareropus pucka Puck cumnromuomn
O0ayIoB TpoMO03IMOOTIUHU
0 Huskuit 0,8-3%
1,2 [TpomexxyTOouHBIN 1,8-8,4%
3 u 6onee Bricokmii 7,1-41%




Pexomennanun American Society of Clinical Oncology no npodgunakruke u
JIeYEeHUI0 TPOMO030B B€H M TPOMOOIMOO0IMI Y OHKOJOTHYECKHX 00JIbHBIX ™.

[lens ‘ IIpenapat | Cxemal
Ilpogunaxmuxa
['ociutanu3npoBaHHbIE Hedpakuuonuposannsiii | 5000 EJ] kaxasie 8 u?
OHKOJIOTHYECKHE OOJIbHBIE | TeNapyH
XUPYPTrUYECKOTrO WIH
TEparneBTUYECKOTO
npodus
Jlantenapux HaTpus 5000 ME/cyt
DHOKCaIlapyH HATPHUs 40 mr/cyt
donpanapuHyKc HaTpus | 2,5 MI/CyT
Jleuenue TB u TOJIA
HavanpHOe JanTenapun Hatpus 100 ME/kr kaxzasie 12 y
200 ME/kr/cyTt’
DHOKCAIlapyH HATPHUS 1 mr/kr kaxaple 12 9
1,5 mr/kr/cyt®
I'enapun HaTpUA 80 EJI/xr B/B cTpyiiHO, 3aTeM 18
EJl/xr/4 B/B (CKOpPOCTH
BBEJICHUSI KOPPEKTUPYIOT C
yuetoM AUTB**)
®onpanapuHykc HaTpus | < 50 kr — 5 Mr/cyr
50-100 xr — 7,5 mr/cyT
> 100 kr —10 mr/cyT
TuH3anapuH HaTpus 175 ME/xr/cyt
Honrocpounoe JanTtenapuH HaTpus 200 ME/kr/cyT B Teuenue 1

mec., 3ateM 150 ME/kr/cyT

Bapdapun

5—-10 Mr/cyT BHYTpb, A03Y
KOPPEKTUPYIOT TaK, YTOObI
MHO cocrasnsino 2—3

*TIPUMEYAHUSA. OOmast nauTenbHOCTh AHTHKOATYJSIHTHOM Tepanuyd 3aBUCUT OT
ocoOeHHOCTel ciayyasi. bonbHBIM C aKTUBHBIM 3JI0KAYECTBEHHBIM MPOLECCOM OOBIYHO
TpeOyeTcsl Tepanus IPOJOKUTEIHFHOCThIO HE MEHee 6 Mec.

OTHOCHUTENIBHBIE TPOTHUBOIIOKA3aHUS K HA3HAYEHUIO AHTUKOAryJIIHTOB BKJIKOYAOT

clieayronee:

® HCKYIIUPYEMOC KPOBOTCUCHHC,
" OCTpad craausd BHYTPUUYCPCITHOTO KPOBOU3IUAHUA,

|
|
" [IEPUKAPJNUT;

HaJJICXKamero JICYCHUA,
" TsKEJ1asg TpaBMa I'OJIOBEI,

paccianBaroias aHeBpru3Ma aopThI U aHEBPU3Ma COCYJI0B TOJIOBHOTO MO3ra;
OakTepUabHBIA SHIOKAP/IUT;

000CTpeHHeE A3BbI XKenyaKa win apyrux oraenon KKT;
TsDKEJasi, 3JI0KAYECTBEHHAs apTepuaibHas TUMNEPTEH3US WIM THUIEepTEeH3Us 0e3




* OepeMeHHOCTH (BaphapuH);

" rernapuHoBas TPOMOOIIUTOTICHHUSI (remapuH, He(paKIIMOHUPOBAHHBIH u
HU3KOMOJIEKYJISIPHBIN );

" BBEJCHUE IUAYPAIBHOIO KaTeTepa.

Cokpamenusi: AUTB — akTUBUpPOBAaHHOE YaCTHYHOE TPOMOOIJIACTUHOBOE BpEMS;

MHO — MexayHapoIHO€ HOPMaJIU30BaHHOE OTHOILICHHUE.

'Ecnu HeT 0coObIX MOKa3aHMiA, Bce 1035l BBOISITCS TOAKOKHO.

’Hcnone3yercs Takke BBenenne 5000 ME kaxnaple 12 9, HO 3TOT DPEXHM, IIO-
BUJIUMOMY, MeHee d(pPeKTUBEH.

3[[AMTENBLHOCTE paBHA CPOKY TOCIUTAIM3allM¥ WIM BPEMEHM 10 Iepexoia Ha
aMOyJIaTOPHOE JICYEHUE.

“FDA CIIA He 0106pUI0 NPUMEHEHHUE IS STOM LIENH.

*MuUHHMaNBHBINA CPOK 5—7 JHEH; mepexol Ha Bap(apuH BO3MOKEH, TOIBKO eciu MHO
HaXOJUTCS B JOIIYCTUMBIX TPaHULIAX 2 JTHS TOAPS/I.

®Bonbiyro poss Urpaer BhIBeAEHME MOoukamu. IIpu KiampeHce KpeaTwHHHA MeHee 30
MJI/MUH TperapaT Ha3Ha4yaTh HEXENaTeNIbHO; €CJIM MPUMEHEHHE BCEe-TaKu HEOOXO0UMO,
CJIeyeT OPUEHTUPOBATHCS HA AaHTU-Xa-aKTUBHOCT.

"Kax mnpasuio, ucnoisdyercs AUTB, B 1,5-2,5 pasa IpeBbINIAONIEe KOHTPOJILHOE
3HaueHue. Jlyummumii MeTon omnpeneneHus TepaneBTuyeckoro auanaszona AYTB,
COOTBETCTBYIOIIETO0 ypoBHIO TremapuHa 0,3-0,7 ME/Min, — »53To XpoMoreHHoe
onpeesieHne ypoBHs pakropa Xa.

[Ipunoxenue 8
CuHapoM JM3uca OMmyXoJIu.

[Tpu pa3pylieHnn OImyXoJIeBbIX KJIETOK 00pa3yercs ISATh OCHOBHBIX CyOCTaHIIMMA,
KOTOPBIE BBIBOJSTCS MCKJIIOUUTEIBHO IMOYKaMM: NPOAYKTHI pacnaja MNypuHa —>
KCaHTUH, TUTTIOKCAHTUH U MOY€Bas KUCJIO0Ta; Kanuii; gocdar.

ANIONYpUHON TOPMO3UT paclaj KCaHTMHA M TUINOKCAHTHMHA J0  MOYEBOMU
KHUCJIOThI TTyTEM MHTHOMPOBAHUS KCAaHTUHOKCHJIA3bl, CHMKasi 00pa3oBaHUE YypaTOB B
CBIBOPOTKE KPOBH.

[Ipy mpeBblIEHUH TOpOra PacTBOPUMOCTU KCAHTWH, TMIIOKCAHTHH M MOYEBas
KHCIIOTa MOTYT KPUCTAJUTM30BAaThCA B IIOYEUHBIX KaHAJbI[aX M COOMpaTEIhbHBIX
TpyOoukax. docdar, COeNUHSICH C KalbIlueM, o0pa3yeT GocdaT KaiabIus U BhIAIaeT
KaK B TMOYCUYHBIX KaHAJbI[aX, TaK M B KOHIIEBBIX KaMWJUIIPaXx TKAHEU, CICIACTBHUEM
Yero SIBJISIOTCS  TUNOKAJIbLUEMUS, OJUIOo/aHypusi U  TKaHEBble  HEKPO3BL.
PacTBOpUMOCTh KCAaHTHHA WU MOYEBOM KHUCJIOTHI B IIEJIOYHOW CPENE HAMHOI'O BBILIE,
4YeM B KHCIJIOM, HO IIEJIOYHAasl Cpela HAmpoTUB ONaronmpusTCTBYET BBINAJCHUIO B
ocanok (ocdara kameiusa. Kpome toro mpu ph>7,5 MOXKeT KpHCTaIIIM30BATHCS
runokcanTuH.  CrnepoBaTellbHO — Tepe3alleauduBaHUEe  MOYM  TOXE  MOXKET
0JIaronpuATCTBOBATH BBINMAIEHUIO MPOAYKTOB KJIETOYHOTO pacnajia.

Ecnu mepen HauvajaoM UUTOPENYKTUBHOW Tepamuu HAOIIOJAETCs MOBBIIICHUE
YPOBHSI MOYEBOW KHUCIOTHl W/WIM Kaiaus, W/uin ¢GochaToB W/MIM KpeaTUHUHA, TO




MEPOTIPUSITHS 110 HOPMAJU3AINKM JTUX IOKa3aTelel MOHKHBI OBITh MPOBEACHBI JI0
Havajlla [UTOPEAYKTUBHOM Tepamuu. OIHAKO Hadyalo AITOHW Tepamuu HE JOJKHO
OTKJIaJBIBAaThCs OoJiee ueM Ha 24 Jaca.

[MaBHBIM MEPOTPHUATHEM SIBIISICTCS WHUIIMUPOBAHUE M TOJJCPIKAHUE BBICOKOTO
anypesa - 100-250 mi/m?/ yac. Ecim 3Toro ynaercsi J0OUTHCA, TO METa0OIMYECKHE
HapYIICHUS OBIBAIOT PEIKO.

Ecnmu anmekBaTHOTO Juype3a HECMOTpS Ha JIOCTaTOYHBIH O0BEM WHPY3HH,
MPUMEHEHUE PA3IUMYHBIX MOYETOHHBIX CPEICTB JOOUTHCA HE YIAETCS, JOJKHBI OBITh
CBOCBPEMEHHO CJIEIaHbl BCE HEOOXOIWMBbIE MPUTOTOBIECHUS K TEeMOIHAIIN3Y.
[TpuunHOi OnMro/aHypun B 3TOM CiIydae SIBISIETCA PACHpPOCTPAHEHHOE OIMyXOJIEBOE
MOpaKEHUE TIOYEK W/WUITN OOCTPYKIIHS OMYXOJIbIO (TUM(OMOIT) HUCXOISAIINX MOYEBBIX
nyTed, 1100 pa3BUTHE TSKENON ypaTHON WM KaimbliueBo-pocdatHoil HedpomaTuu,
100 KOMOWHAIINS dTUX MATOJIOTHIECKUX COCTOSHUM.

['unepkanuemus sBISETCS HauboJiee OMACHBIM OCIOKHEHHUEM CHUHAPOMa OCTPOTO
au3uca omyxoid. Ecnu mocne mpoBeneHuss MNpodUiIaKTHUECKUX/TepaneBTUYECKUX
MEpOTIPUATUNA  YPOBEHb KM TOBBIIIACTCS WIM TpU  TPEeAlecTBYIOMEH
TUMEPKATUEMUH HE TMPOUCXOAUT €ro OBICTPOrO CHUXEHHUS, TO YrpOKaroliee
COCTOSIHUE MOKET Pa3BUTHCS B TEUEHUE HECKOIBKUX OJIMKANUIITNX YaCOB.

Tskenblii CUHAPOM OCTPOTO JIM3KMCA OMYXOJIM YacTO OCIJIOXKHSIETCS pa3BUTHEM
TUIMOKOATYJISIIMOHHON (Da3pl CHUHApPOMA JAUCCEMHUHUPOBAHHOTO BHYTPUCOCYIHUCTOTO
CBEPTHIBAHWS, TpeOyromero MaCCHUBHOU 3aMeCTUTEIbHOM Tepanuu
CBEXE€3aMOpOKeHHON 1a3Mor (He meHe 1000 mur 2 pa3a B JIeHb), KOHUEHTpaTaMu
TPOMOOILIMUTOB M HEPEAKO — MPOBEACHUS 1azMadepesa.

IIpodunakTuka CHHAPOMA JIU3HMCA OIYXOJIH

1. Amnomypunoin - 10 Mr/kr B cyTku B 2-3 npuema (max — 600 mr/cyTku) B TeueHue 3
- 8 nHeil.

2. Wudysuonnas tepanusi:

e O6bem = 3000-5000 Mi/M?/CyTKH.

5% pactBop aekctpo3a <> 0,9% pactop NaCl =1 : 1.

e VnenwbHas mioTHOCTH Moy < 1010.

e KonTponas Oamanca >xuakocTed. bamaHc: KOJIWYECTBO  BBIACICHHONW MOYH =
KOJIMYECTBO BBEJECHHON KUIKOCTH — MOTEPH JKUJIKOCTH C IBIXaHUEM.

e KoHTponbHOE B3BELIMBaHUE 1-2 pa3za B CyTKHU.

e VIHTEHCMBHOCTH KOHTpPOJIA 3a JAUYPE30M JIOJKHA COOTBETCTBOBATh CUTyallud W
BO3pACTY MAaIUEHTA.

® @pM HEJOCTATOYHOM MoueBbIBeAeHUH — (ypocemun 1-10 Mr/kr B CyTku
BHYTPUBEHHO WKW WHQY3UEH, MNpU COMYTCTBYIOUIEH THUIONMPOTCHUHEMHUU JaXKe
YMEPEHHOH - aTbOyMUH, TPU HEOOXOAUMOCTH - AOTAMUH 3-5 MKI/KI/MUH.

e UnuumansHas uHQy3ud - 6€3 Kaug. YMepeHHasi TUIOKAIMEMHUS - JKeaTeNbHa.

o 3amenaunBanue mouu: - NaHCO340 - 80 mmonws/m 100aBUTH K TOCTOSHHOMN
uHQys3uu (wim 100-200 MMos/M%/CyTKH napasiensHol nady3uei).

e Perynupopanue Heooxoaumoro o0sémMa NaHCO3 coorBeTcTBeHHO PH MOuw.



e 3HaveHue PH moun=7,0 sBaseTcs uUACAIbHBIM! - COXpaHSIETCA AOCTATOYHAs
PacTBOPUMOCTD JUISI MOYEBOM KHCIOTHI M KCAaHTHHA M OTCYTCTBYET OIACHOCTH
obpazoBanus (ochHOPHOKATBIIUCBBIX KOHKPEMEHTOB.

JlabopaTopHbIii KOHTPOJIb Kakaple 12-24 yaca: OMOXMMHUYCCKUI aHamu3 Kposu - Na',
K*, ClI-, Ca™, docdarsl, ModeBast KUCIOTa, KpeaTUHUH, MOYECBHHA, OCIIOK, aJIbOYMHH.

[Tpunoxxenue 9

Koppekuusi BOIHO-3JIEKTPOJIUTHBIX HAPYILLIEHUH

['unepypexumus e yBenMuHThL 00beM nHQY3un 10 5000 Mia/M%/CyTKH.
e crabunu3upoBaTh pH MouM Ha ypoBHE = 7,5 IpH HOPMAJIBLHOM
conepxxanun  ¢ochaTtoB B KpoBU W Ha ypoBHe = 7,0 mpu
MOBBINIEHHON KOHIEHTpauu ¢ocdaTtoB B KpoBu. OJHAKO
MOCTOSIHHO Jiep>kaTh PH MouM Ha ypoBHE 7,5 HENb3sd B CBS3U C
OMACHOCThIO KPHUCTAJTU3AIIMK TUTTOKCAHTHHA.

['unexanuemus npu K™>6 Mmmoub/i:
® TIOJATOTOBUTH TAIMEHTa K TEeMOAHAIN3y W TMEpPEeBECTH B
COOTBETCTBYIOIIMH IEHTP C BO3MOXXHOCTBIO TPOBEACHHUS
reMOINan3a;
® KaK HEOTJOXKHOE MEPONpPHUSATHE: TII0K03a — IT/Kr + WHCYITUH
0,3 En/kr, B xauectBe 30-MuHYyTHOW HH]Y3UH (3TO MPUBOIAUT
TOJILKO K mepepacnpeaencHuio K* BHyTpu KieTku, a yepes 2 - 4
yaca pacnpenenieane K*  Bo3Bpamiaercs K = HUCXOTHOMY.
CrnenoBaTelnbHO, 3TO TOJBKO BBIUTPHIII BO BPEMEHH IS
MOJITOTOBKU K TEMOTUANNZY);
e npu DKI-m3meHeHusx: rimrokoHaT Kaimeius 10% - 0,5 - 1(-2)
MJI/KI  BHYTPUBEHHO MeEIJIEHHO (OMacHOCTh Opaaukapauu) +
NaHCOs - 2 MMOJIB/KT BHYyTPUBEHHO MEJIJICHHO CTPYHHO.
npu  K>7 MMonb/a: CpouyHO - Temoauaiu3! U eciu ecTh
TEXHUYECKAss BO3MOXHOCTb - TPAHCBCHO3HBIM CEPACYHBIN
PETYISATOp PUTMA.

I'mnepdocdaremus | (P**>1,5 pmol/l wiau 3 mr/100 mn):

e yBenmuuuTh 00beM HH(Y3un 10 5000 Mi/M%/cyTKHy.

¢ pH mouu He nomken ObITH Oonee 7,0.

e HasHauuth aluminiumhydroxid - 0,1 r/kr p.o. (s
cBs3bIBaHUs (HochaToB MUIIH).

® MpY TUIOKAJBIIMEMHUH - BBEACHHE KaJbIUS MOKAa3aHO TOJBKO
NPU Pa3BUTHHU CHUMIITOMOB THIIOKANBIIEMHUN (M3-32 BBIMAJICHUS B
ocanok (docdara kampius). Kamsius rmokonar 10% - 0,5 -1 (-
2) MI/Kr BHYTPHMBEHHO, MEJICHHO (MOHHUTOp, OMAaCHOCTbH
Opamukapaum).

o cciim dochar > 10 mr/100 mum (5 pmons/n) wimm ocdat




KaJIbIUs > 6,0 MMOJIB/JT — CPOYHO TE€MOIUAITH3.

[ unokanermemMus

Koppekiusi npoBOAUTCS TOJBKO MPHU MOSBICHUU KIMHUYECKUX
CUMIITOMOB TUITOKAJIbIIUEMUH:

e xampuus raokoHaT 10% - 0,5 - 1 MI/Kr BHYTPUBEHHO,
MEJJIEHHO (MOHUTOP, OMTACHOCTh OpaguKapIun);

e KOHTpOJb KoHIeHTpaiuu MQ™ Ilpu runomarHe3sueMuu:
koppeknuss Maraus 0,2 - 0,8 MIKB/KT B CyTKH JJIMTEIHHOM
BHYTpUBEHHON wuHOy3uen (25% pacTBOp CEPHOKUCJIION
marnes3uu 0,1-0,4 MII/KT B CYTKH).

Onuro-/anypus

Otnenenne Moun MeHee 50 Mi/M? B 4ac, HECMOTPS Ha BBEJICHHE
¢ypocemunia 10 MI/KT B CyTKM U HH(QY3UOHHYIO TEpaIUIO B
o6beme 130-200 mi/m? B gac

«O0BIHOE» ompeneneHre < 5 MiI/M? B 4ac K JaHHOM CHTyalluu
HE IPUMEHUMO. J[hype3 MOKEH OICHMBATHCS TOJIBKO BMECTE C
00BbEMOM peasibHO BBOJAMMOM JKUIKOCTH.

Bo03MOXHbIE IPUYHHBI:

e V3U: OO6cTpykums MoueBbIBOAAIIMX MyTeil; MHbumpTpamms
MOYEK.

e Jaboparopus: K*, Ca™, moueBas kuciora, hocdar.

e MoOua: KpUCTAJUIBl ypaTOB, KpUCTAILIBI (hocdaTa KalbLUs.

e Tepamus: TeMOAHMaIn3, caMoe IMmo3aHee npu noapéme K> 6
mmol/L.

[lokazanusa k
reMOINaJIn3y

e K> 7 mmol/L wiu mogpém > 6 mmol/L Hecmorps Ha
JIOCTAaTOYHYIO MH(QY3UOHHYIO TEPANHIO U TUYPETUKU;

e dochar > 10 mr/100 ma (5 mmons/n) wim npoaykt CaxP> 6,0
MMOJIB/I;

e orneneHne Moud Menee 50 Mi/M° B dHac, HECMOTpPSL Ha
BBeneHne (Qypocemuna 10 Mr/kKr B CyTKM W HUH(PY3MOHHYIO
Tepanuio B 00beme 130-200 mi/m? B yac;

® JIBYyCTOPOHHSII  BBICOKAas WM  TOJHAs
MOYEBBIBOJISAIINX ITyTEH.

o0CcTpyKIUs

ITpunoxenue 10

Hepequb AOMOJIHUTECJIBbHBIX JCKAPCTBCHHLIX CPECACTB

TOKCHYECKOC

dapmakorepaneB | Me:kayHapoaHoe Cnoco0 YpoBeHn

TU4YeCKAasi PYNINA | HeNATEHTOBAHHOE NPUMEHEHUs] | I0KA3aTeJIbHOCT
HaumeHoBanme JIC 7

JlekapcTBeHHBIE AnonypuHON BuyTps -

CpeJICTBA,

OCJIA0JISIOIIE




elcTBHUE
MPOTHUBOOMYXOJIEB
BIX MIPENApaToB

Antubakrepuanbi | Odiokcanuu BuytpuBenno
bI€ CPENICTBA € BBEJICHUE
[ledonepason cynasbakTam | BHyTprBeHHO
€ BBEJICHUE
Metponunaazon BrytpuBeHHO
€ BBEJICHUE
BuyTpb
JleBodnokcanun BrytpuBeHHO
€ BBEICHUE
BHyTpb
Hunpodnokcara BuytpuBeHHo
€ BBECHUE
BuyTpb
Cynbdamerokcazos/TpumeT | BHyTpuBeHHO
OTPUM € BBEJICHUE
BuyTpb
[IpotuBorprOkoB | BopukoHnasoi BuyTtpuBenHo
bIE JIEKAPCTBEHHBIC € BBEJICHUE
cpelcTBa BHyTpb
NtpakoHnazon BuyTpb
DyKOHA301 BuyTprBeHHO
€ BBEJICHUE
BHyTpb
ITozakonazon BuyTpb
[IpoTMBOBHUPYCHBI | ALTMKIIOBHUP BuyTpuBeHHO
€ JIEKapCTBEHHBIE € BBEICHUE
CpelcTBa BHyTpb
JlekapcTBeHHBIE Hanpomapun [TonkoxHoe
CPEACTBA, BBEJICHUE
BIISIOLIME Ha | DHOKCaIapuH [TonkoxHoe
CBEPTHIBAIOIIYIO BBECHUE
CUCTEMY KPOBH
Hpyrue bynuBakauH, JIngokauns, MectHoe
JIEKapCTBEHHBIE [Tpokaun IIPUMEHEHUE
CpPEnCTBa
Omenpazo BuyTpuBeHHO
€ BBEJICHUE

BayTpb




daMOTUAVH BuyTtpuBenno | A
€ BBEJICHUE
AMOpOKcoI BnyTtpb
AMIIOIUTINH BuayTtpb B
[poraBepun BuyTtpuseHHo
€ BBEJICHUE
BuyTpb
Kanronpun BuyTtps B
JInznHonpun BHyTpb B
JlakTynosa BuyTpb B
CnMpoHOJIAKTOH BnyTtps B
[ToBu0H — o7 HapyxHoe -
IPUMEHEHUE
Tobpamuiux BHyTpuBeHHO | -
€ BBEJICHUE
Topacemun BuyTpb -
donueBast KUCIOTA BuyTpb -
dypoceMun BuyTpuBeHHo | -
€ BBEJICHUE
BuyTpb
XJIOPreKCUIvH HapyxHnoe -

IIPUMEHECHHUE




