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KiaioueBsbie CJioBa

Jlumdoma bepkurra

BBICOKO arpeccuBHas iumMmdoma
9KCTpaHoIaIbHasl IOKaJM3a1us
BbICOKOI03HAsI MMITY/IbCHASI TE€parmsl

KJIMHU4YecKne pekomeHgauum 2016 r.



CIIMCoOK CoKpalleHun

¢c-MYC - reH, TPaHCKPUIIIIMOHHBIN (haKTOpP, TPOTOOHKOTEH
CD - knacrepsl nuddepeHLIPOBKU

FISH - dmoopecueHTHast rubpuansanms in situ

IGH - reH, KOOUPYIOIIMIA TSKEIYIO [elb MMMYHOIJIOOY/IMHA
IGL - TeH, KOOMPYIOIIMI1 JIETKYIO IIellb MMMYHOIJIOOY/IMHA
MYC - 6en10K, KogupyeMblii reHom c-MYC

TP53 - TeH, KOOUPYIOIIMIA TPaHCKPUIILMOHHBII  (daKTop,
peryaupyroIInii KI€TOYHbBIN LMK/, aHTUOHKOT'eH

BAAPT — BbICOKOAKTMBHASI aHTUPETPOBUPYCHAS Teparms
B-OJIJT — B-ocTpsiit 1uM¢0O6IaCTHbIN JIEIIKO3

BUY - Bupyc uMmMyHO#euULIMTA YelOBeKa

BOb - Bupyc dmiureiiHa-bapp

KM - KOCTHBI MO3T

KT — xommbioTepHast Tomorpadus

JIb — numdoma Bepkurra

MPT — MarHuTHO-pe30HaHCHast ToMorpadus

OITH - ocTpas rmoyeyHass HeIOCTATOYHOCTD

[IXT — nmonuxumMmoTepanms

CMIO — cMHAPOM MAaCCUBHOTO LIUTOIN3A OITYXO0JIN

TI'CK — TpaHCIUIaHTa s FeMOIIO3TUYECKMX CTBOIOBBIX KJIETOK

IIHC — nmeHTpanbHasi HepBHAs cUCTeMa



TepMMUHBI U onIpeae/IeHUs

JIumpoma Bepkurra (JIB) — BBICOKO arpeccuBHasi aumdpoma us
MMMYHOJIOTMYECKM  3peJibiX B-K/IeTok ¢  IpeuMMylleCTBEHHO
3KCTPAHOAA/IbHOM JIOKA/IM3alIMEA.

KinMHamyeckn  BbigensitoT 3  BapuaHta JIb:  sHIOemMmueckuii,
crnopagudeckuin 1 BUY-accoummpoBaHHBbIIA.

JHAeMunueckui sapuaHT JIb xapakTtepeH OJisI TEMHOKOXMUX OeTeil-
abopUTreHOB 3KBATOPUANbHON AQPUKM UM MUTPAHTOB U3 ADpPUKU B
HoByio IBuHeo. B KIMHMUYECKOII KapTMHE 4YacTO HaOIIOmAeTCs
TOpakeHue JIMIEBOTO CKejleTa: BepxXHeil UM HMKHeM YeJtoCTel,
OpOMTHI, @ TaKKe IIOUEK, SIMYeK, SIMUYHUKOB, CAIOHHBIX, MOJIOUHBIX
’KeJie3 U [IeHTPaIbHO HEPBHOW CUCTEMBI.

Cnopagunueckuin BapmaHt JIB - Tunmuhas JIB 1o
Mop@osornyecKum, UMMYHODEHOTUIIMYECKUM M LIUTOT€HETUUECKUM
IpU3HaKaM, BO3HMKAIOIIAas BHE SHIEeMUYHOM 30HBI.

VimmyHomedunuT-accouMmMpoBalHbiii  BapuaHt JIB - JIb,
BO3HMKamIIasi Ha ¢GoHe MMMYHOIe(UIIUTHBIX COCTOSTHUI (Y 60IbHBIX
BUY-undekimeir, mocjie TpaHCIUIAHTALlMM OPraHOB, Yy OOJNbHBIX
MepBUYHBIMM MMMYyHOOdedbuliMTamu). Yaille BCero BCTpedyaeTcs Y
BUY-uHOULMpPOBAHHBIX OOJbHBIX, IIpUUYEM Ha paHHUX ITamax
pa3BuTusa (o cHmkeHus CD4+ kieTok). bomerT npeumylieCTBEHHO
MYXKUMHBbI. YacTbIMM  TPOSIBI€HUSIMM  3a007eBaHUSI  SIBJSIOTCS
numdaneHonaTus, CIJIeHOMeTainusi, BOBJieUeHMEe B OIyXOJIeBblit
IIPOLLeCcC KOCTHOTO MO3Tra.



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenue

Jlumpoma Bepkurra (JIB) — BBICOKO arpeccuBHasi aumcdpoma u3s
MMMYHOJIOTMYECKM  3peJibiX  B-K/IeTok ¢  IpeuMMylleCTBEHHO
3KCTpaHOJa/IbHOM  JioKaim3auuein [1]. Ilpu  rucronormyeckom
MccaenoBaHMM BhIsIBAsSeTCS OMP@y3HbIE POCT MOHOMOP(HbBIX KJIETOK
CpemHero pasmMepa C OKPYIJIBIMU SApamMyu, BBICOKMM SIIE€pPHO-
LIUTOIJIa3MaTUYEeCKUM COOTHOIIIEHMEM, BbIpaK€eHHBIMMU
MopdosormuyeckuMy TpU3HAKaMM anomnTosa. TulnudyHa KapTuHA
«3Be3gHOro Heba»( Makpodaru ¢ @parmeHTamMy aroNTOTUYECKUX
Tejmel, B LuTomiasme). Omyxonb umeeT uMmyHodeHoTurn CD20+,
CD10+, CD38+, BCL-6+, BCL-2-, CD44-, TdT-, CD3-, EBER (ISH)-/+.
NHpekc mponudepaTUBHOM aKTUBHOCTM OITyXOJIEBbIX KjaIeTOK Ki-67
npuomokaetcst K 100%. B pegkux ciaydasix 4acThb OITYXOJI€BBIX KJIETOK
cab6o sxcrpeccupyeT BCL-2 (1iuToruiasMaTudeckast peakiiusi).

Kinuanuecku BbigensalOT 3 BapuaHTa JIb: 3sHIeMuueckui,
crnopaguyeckuin u BUY-accoummpoBaHHbIIA.

DHdemuueckuti eapuaHm JIb XapaKTepeH [JisI TeMHOKOXUX IeTeii-
abopUTeHOB 3KBAaTOPUAIbHON AQPUKM UM MUTPAHTOB U3 ADpUKM B

HoByio IBuHeo. B KIMHMUYECKOI KapTMHE 4YacTO HAOMIOmaeTcs
TopakeHue JIMIIEBOrO CKeJleTa: BepxXHell UM HMKHeN 4eJocTei,
OpOMTHI, a TaKXke IMOYeK, SIMUeK, SIMUHMUKOB, CAIOHHBIX, MOJIOUYHBIX
’KeJie3 U [IeHTPaJIbHO HEPBHOW CUCTEMBI.

Cnopaduueckuti sapuaum JIb — tunmuuHas JIb mo mopdoaornueckum,
MMMYHO(DEHOTUNMUECKMM U  LUTOTeHeTMUYeCKUMM  IIpU3HaKaM,
BO3HMKAIOIIAsl BHE SHAEMUYHO 30HBI.

HUmmyHodedhuyum-accoyuuposantulii eapuaum JI6 — JIB, Bo3HMKAIOLIAS
Ha ¢oHe UMMYHOOePUUUTHBIX cOCTOsSHMIA (y OonbHBIX BUY-
MHbeKlMe, TMocae TpPaHCIUVIAHTAllMM OpPraHoB, VY  OOJbHBIX
MepBUYHBIMM MMMyHOOedbuiiMTamu). Yaille BCero BCTpedyaeTcs Y
BUY-uHOULMpPOBAaHHBIX OOJbHBIX, IIpUUYEM Ha paHHUX ITamax
pa3BuTusa (o cHmwkeHus CD4+ kieTok). bonerT npeumyleCTBEHHO
MY>KUMHBI.  YacThIMM  TPOSIBIEHUSIMM ~ 3a00/I€eBaHMUS  SIBJISIIOTCS
numbameHonaTus, CIjJleHoOMeraausi, BOBJieUeHMe B OITyXOJeBbIi
IIPOLLeCcC KOCTHOTO MO3Tra.



1.2 3THosMOorus U rmaToreHes

OcHOBHBIM  CcOObITMEM TaToreHe3a JIbB gBisieTcs  ycuieHMe
3KCIIpeccum MpoTOOHKOoreHa ¢-MYC 3a cueT pa3lMYHbIX MEeXaHU3MOB

[1].

[Tpubmsurenbao 95-100 % ciayuaeB sHAemudeckoi JIb cBsi3aHbI C
BuUpycoM dmiureiiHa-bapp (B9B). [nnutenbHas nepcucreHuus BOb B
opraHusMe ¥ HaKOIUIeHMe TOTOJIHUTEIbHbIX OHKOT€HHBIX COOBITHIA
CIIOCOOCTBYIOT BMPYC-00YCJIOBJEHHON TpaHchopMmalum B-KIeToK,
akTuBauus sKkcopeccuu c-MYC. NomomHUTeNbHbBIM (aKTOpOM MjIsi
pasButus JIb caykat mytainuu B reHe TP53, uto B psae ciydyaeB
TIPUBOIUT K HUBEIMPOBAHNUIO aHTMOHKOT€HHOTrO feiicTBust TP53.

B ciydae criopaaudeckoi JIb rumnepakcrpeccusi c-MYC BO3HUKaAeT B
TOJaB/ISIONIeM OOMbIIMHCTBE CIyyaeB B pe3y/ibTaTe TPAHCIOKALIVU C
yuactueM Jokyca reHa c¢-MYC. Kak mnpaBwio, TpaHCIOKaUus
TIPOUCXOIUT C IMAPTHEPCKUMM  JIOKYCOM  TSIXKeJOi Lenu
MMMYyHormooynuHa - t(8;14)(q24;q32), B 20 % — c J0Kycamu JIETKUX
1ereit MMMyHOIJIOOyaMHA: B 15 % — ¢ jokycom A-1ienm t(8;22)
(q34;q11), B 5 % — c nokycom k-uenu t(2;8)(pll;q24). Ilpu
TpaHcIoKauuu c-MYC BcTpamuBaeTcs B paiioH reHa IGH wnn IGL, tipu
5TOM OKa3bIBasICh B 00JIaCTM aKTUMBMPOBAHHBIX B B-knetkax IGH unun
IGL sHXaHCepoB, UTO MPUBOAUT K HeIlpepbIBHOM 3KcIipeccun ¢-MYC.
Takke ycuimeHue 3Kcrpeccun c-MYC TIpOUCXOOUT 3a CYET €ero
CTPYKTYPHBIX TMOBpEeXIOeHU (MyTaluil), 4YTO BeLeT K M3MEeHEHMUIO
peryasiuuu 3Kcrpeccumu U (QyHKUMM TpoAaykra reHa c-Benok MYC
pabomaem Kak akmop mpavckpunyuu u pezyaupyem KaemouHyio
nponugepauuio, dugpdepeHuuposky u anonmos.

B cayuae BUY-accommmpoBanHoit JIb BUY, momo6Ho Plasmodium
falciparum, cTumynaupyeT NMOAUKIOHAJIbHYIO aKTUMBALMIO B-KIeTOK U
CIiocoocTByeT uX MU306bITOUHONM mponudepanuu. BUY uMHULIUMPYET
pasBuTue  JMMGOMBI  OIIOCPENOBAHHO  uepe3  IIUTOKMHOBBIE
HapylleHus, OJUTEIbHYI0 aHTUT€HHYI0 CTUMYJ/ISIIMIO U TOOaBJIeHNe
GYHKLIMM MMMYHOJIOTMUECKOTO KOHTpoJisi. YacToTa BO3HUKHOBEHUS
JIb B 23 pasa Bblllle y JIML, IepeHeCIInX TPaHCIUIAHTALUI0 TeYeHMN,
cepoua u T1iovyek. Kak mpaBwio, JIb [OuarHoCcTupyeTrcs y 3TOM
KaTeropum TIlalMeHTOB uYepe3 3-8 JieT 1oOCjHe IIPOBeIeHHOM
TPaHCIJIAaHTALUN.

1.3 uuaemMmnoJaorus




V nerteii JIb cocraBisieT okono 30-50% Bcex naumMdomM. CoOTHOIIEHME
MaJIbUYMKU :IeBOYKU 3-4:1, cpenHuit Bo3pactT 8 et [2, 3]. Y B3pOUIbIX
JIb BCcTpeuaeTcsl 3HAUMUTEIbHO pexe, B 2% ciiyyaeB BCeX JMMQOM.
boseoT MpeMMylIeCTBEHHO MOJIOAble MYXKUMHbBI, COOTHOIIEHUE
MY>KUMHBISKeHIIMHBI - 3:1, cpemHnii Bo3pacT 25-30 ner.

1.4 KonpupoBanue 1mo MKb 10

C 83.7 - numdoma bepkurra.

1.5 Knaccuduranus

DHdemuueckuli _gapuanm JIb XapaKTepeH [JiSI TeMHOKOXUX [deTeil-

aboOpPUTeHOB 3KBATOPUAIbHON ADPUKM UM MUTPAHTOB U3 AQpUKU B
HoByio [BuHeio. B KIMHMUECKOI KapTMHe 4YacTO Hab/MomaeTcs
TOpa)keHue JIUILEBOr0 CKejieTa: BepxHel UM HIKHEN YelrCTein,
OpOMTHI, a TaKkKe MOYeK, SIMUYeK, SIMUYHMUKOB, CAIOHHBIX, MOJIOUHBIX
>KeJie3 M [IeHTPaJIbHOI HEPBHOM CUCTEMBI.

Cnopaduueckuii eapuaum JIb — tTunuuHas JIb mo mopdonornueckum,
UMMYHODEHOTUIIMYECKMM UM IIUTOTeHeTUYeCKMM  IMpU3HAKaM,

BO3HMKAIONIAS BHE SHIEMUYHOM 30HbI.

HUmmyHodehuyum-accoyuuposartuliii eapuaum JIb — JIb, BO3HUKaIOLIAs
Ha ¢oHe MMMYHOOePUIUTHBIX coCcTOsSHMiA (y OonpHBIX BUY-
nHdekiMei, TMowle TpaHCIUIAHTAllMM OpPraHoB, Y  OOJbHBIX
MepBUUYHBIMM MMMYyHOmeduiuTamu). Yaie BCero BCTpedvaeTcs Y

BUY-MHOULIMPOBAHHBIX OOJBHBIX, IIpUMUYEM Ha paHHUX ITaIax
pa3BuTtusa (0o cHmkeHus CD4+ kieTok). bonerT npeumylineCTBEHHO
MY>XKUMHBbI. YacTbIMM  TIPOSIBJIEHUSIMM  3a007eBaHUSI  SIBJISIOTCS
auMmdazeHonaTusl, CIUIEHOMerajius, BOBJIeUeHME B OIyXOJIeBBIi
MPOILLeCC KOCTHOTO MO3Ta.

1.6 KnuHuyeckye npmusHaku

Knuunyeckue mnpossienus JIb o00ycaoBieHbl JOKaau3aluein u
o6beMoM omyxoju. [IpakTuMuecKu Bcerga eCTb B-CMMIITOMBI, Yallle
BCETro - OBICTPO pa3BMBArOIIAsICS MOTepst Macchl Tesa (Mo 10 kr u 6osee
3a MecsLl).



IOns JIB xapakTepHa 3SKCTpaHOMa/JbHAs JIOKAAM3alUs OITyXOJN.
Hanbosnee 4yacTo IOpaskaloTCsl OpraHbl OPIOIIHOM ITOJIOCTU: TOHKAs
KMIIKA (4alle ee TepMMHAJbHBINA OTHen), OpbDKeiiKa, a TakKe
KeTyOoOK, TOJCTas KMIIKa, OpIolIMHA, IIeueHb, CeJe3eHKa.
Crieumduyeckoe rmopaskeHue KOCTHOTO Mo3Ta HabmomaeTcss B 25-35%
Coly4yaeB, ILI€HTpaJbHOV HepBHOI cuctembl - B 20-25% cioyuaes.
TUNIMYHO BOBJIEUEHME TOYEK, IMIHMKOB, SIMUEK, aOJOMMUHAIbHBIX U
3a0pIOIIMHHBIX JMM@aTHuecKux y3j0B (0COO€HHO B UjIeOLeKaJbHOI
obacti), pexke nepudepndeckmx MMMdaTUIeCcKux y3/aoB.

B 10-15% cnyuaeB JIb oTMeuyeHO BOBjeueHMe Koablia Basnbreiiepa,
CJIIOHHBIX sKejie3, BepxXHel 1 HUKHel 4eTocT, opouTsl. CpemocTeHne
Iopa>kaeTcsl peaKo.



2. IuarHocTuka

e o Knuuuueckue mposiBieHus: JIb oOycaoB/eHbl JOKanau3aluein u
00beMOM OMYXOJIM ¥ MOTYT BapbMpPOBATh OT KaJI00 Ha JIOKAJbHO
yBeJIMUeHHbIe IUMQOY3JIbl pifo) pa3INYHON CTerneHu
BbIpOXKEHHOCTM abAOMMHAIbHOTO 00JI€BOTO CMHApPOMA, B psie
CIydaeB OTCYTCTBUSI CAMOCTOSITEJIbHOTO MOUYEMCITYCKaHUS, B
psime caydaeB cOOp aHaMHe3a MOKET ObITh 3aTpyJHEH B
C1eICTBME HEBPOJIOTMYECKOl CUMIITOMATUKM, BbI3BAHHOM
Heiposneiikemuen. IIpakTuyecku Bcerga ecTb B-cumiiTombl,
yallle BCero - ObICTPO pa3BUBAIOIASICS ITOTEPsT Macchl Tesa (4o 10
Kr u Oomee 3a Mecsir). AHamMHe3 KOpoTkmit. Kak mpaBuio,
MalyeHT MOXKeT yKa3aThb MecCsl, WIM IaTy Hauvajaa pa3BUTUS
CYMMIITOMOB.

2.20u3nKajIbHOe 00CcIeIoBaHye

o [lng JIb xapakTepHa 3KCTpaHOZA/lbHas JIOKAAM3aLUS OITYyXOJN.
Hanbonee vacTo IOpakalOTCSI OpraHbl OPIONIHONM ITOJIOCTH:
TOHKasl KMIIKa (Jallle ee TepMMHAJbHbII OTHEN), OpbDKeiika, a
TaKKe JXeJymoK, TOJCTasi KUIKa, OpIoIHa, IIeueHb, cejie3eHKa.
Cnenuduueckoe IMopakeHMe KOCTHOTO Mo3Ta Hab/IomaeTcss B
25-35% cnyyaeB, 1leHTpa/JibHOM HepBHON cuctembl - B 20-25%
ciyyaeB. TUIIMUHO BOBJIeYeHME TIO0YE€K, SIMIYHUKOB, SINYEK,
a6MOMMHANIbHBIX U 3a0pIOMIMHHBIX JUMOATUIECKUX Y3JI0B
(0co06eHHO B WJIEOIeKaJIbHOM 06sacTi), pexke rnepudepudecKux
nuMdaTUUeCKX y3JI0B.

B 10-15% cnyuyaeB JIB oOTMeueHO BOBJieUeHME KOJIbIA
Basipmeiiepa, CJIIOHHBIX >Kejle3, BepXHeil ¥ HUKHEN YeJloCTH,
op6uThl. CpemocTeHe IopakaeTcsl peaKo.

XapakTepHbIM CUMMIITOMOKOMIIEKCOM Tmipu JIb  gBisercs
KIMHMUKA <«OCTPOTrO JXMBOTA» KaK pe3yabTaT OOCTPYKTMBHOI
KUILIEYHOM HeITPOXOIMOCTH, OCTpPOTro arreHauInTa,
KeJTyIOUHO-KUIIIEYHOTO  KpOBOTeueHMs1 wiu  mnepdopaium
BCJIEICTBME cIlenMpuUIecKoil MHPUIbTpaUMMU >KeIyaKa U/ Uan
KuiieyHuka. IIpy ¢usMKaJIbHOM OCMOTpe y OO0JIbHOTO MOSKHO
OOHApPY>KUTh yBeJIMUeHMe XMBOTA 3a CUYET OIyXOJM UM acluTa.
PoCT OITyXOiaM HPOUCXOOUT CTPEMMUTEIHLHO, M B OOJBIIMHCTBE
CIyyaeB K MOMEHTY TOCHUTAJIMU3ALUU TOpaKeHMe OpPraHoB
OpIOIIHOI IIOJIOCTM IIPEeACTaBI€HO MAaCCUBHBIM OITYXOJIEBBIM



KOHIJIOMEpPaTOM, C BOBJIEUEHMEM HECKOJIbKO BHYTPEHHUX
opraHoB. Kak mpaBuio, 6osbHbie JIb MOCTYIIAIOT B CTallMOHAp B
TSDKEJIOM WJIM KpaiiHe TSDKeJIOM COCTOSIHMM, OOYC/IOBJIEHHBIM
OOJIBILION OITYXOJIeBOJ MAaccOi, MHTOKCUKALMENH, MCTOIeHMeM
BILJIOTb IO KaXeKCuu, JIEKTPOJIMTHBIMIU HapyleHnsaMu. Hepegko
OCHOBHOJ TepamneBTHUUeCKoii Mmpobiemoit y 6ombHbIXx JIB Ha
VHULMAIBHOM 3Tale SBJSIeTCS IpOorpeccupyrolias ocTpas
noueuyHast HepocraTouHocTh (OITH). Haubosnee 4YacTbiMMU
MIpUYMHAMMU ee pa3BUTUS SIBISIIOTCS crieldudeckoe rmopaxeHue
I04YeK, CMHIAPOM MAaCCMBHOrO uutonmuisa omyxonu (CMIIO) n
HapylleHue ypOOAMHAMMKU 3a CUET CHABJIEeHMSI MOUYETOUYHMKOB
OITyXOJIEBBIM KOHIVIOMEPAaTOM C pa3BUTUEM IIOCTPEHAIbHOM
aHypUN.

2.3JIabopaTopHas

o PekomMeHpayeTcst OCYLIEeCTBUTD KOHCYJ/IbTal[MI0

OTOPMHOJIAPUHTOJIOra, o@dTaibMo/Iora, HeBpPOIAaToJIora,
rMHeKo/iora, ypoJiora, Hedposora npM  HAIUUUU
IIOKa3aHMIA.

YpoBeHb yoeauTeIbHOCTU
pekomeHgauuin I (ypoBeHb OOCTOBEPHOCTU OOKa3aTeJIbCTB —
A)[1,4-6].

2.6CragupoBaHue, GopMmyaIpoBaHMe AMarHosa

Onst  ompeneeHUsi  PacHpoOCTPAHEHHOCTM  OITyXOJIEBOTO
mpoiiecca WMCHIOAb3yeTcsl cragupoBanme mo Murphy S.B.
(anasornuHo — St. Jude)

I cragus:

0 OAHA JIOKAJbHAasA 3JSKCTpaHOJA/JIbHasi WMJ/JIM HOJAJIbHass 3a
NCK/IIOUYEHUEM MGI[I/I&CTI/IH&JII)HOﬁ, aﬁﬂOMMHaJIbHOﬁ nin
arm,zwpanbnoﬁ JJOKa/IN3alnun.

II cragusa:

o oHA IJKCTPAHOAAJbHAs OMyX0Jb C  IOpakeHueM
perMoHaIbHbIX JUM(pOY3/I0B;

o nBe u Oosee rpymm JauMGOY3JI0OB MO OAHY CTOPOHY
auadparmel;



o IBe OAMHOYHBbIE 3KCTPAHOJA/JIbHbIE OIYX0Iu c/0e3
MMOPaKEHUSI PerMOHAJIbHBIX JTUMGOY3/JI0B M0 OOHY CTOPOHY
auadparmel;

O HMEepBUYHAS OMNYXOJb JKEIYIZOYHO-KUIIEYHOTrO0 TPaKTa,
JIOKAJIM30BaHHAsA B WJIEOlleKaJbHOI o0jactTu c/0e3
MOpa’keHMsI Me3eHTePHAIbHbBIX JIUM@OY3/I0B;

© MCKIIOYAIOTCS MeAMacCTUHAJIbHbIE, a0IOMMHAJIbHbIE WU
3AMUAYPATIbHbIE OITyXOJIN.

IIR - pesenupoBaHHasA OIIyX0Jb (MaKpPOCKOIIMYECKU
IIOJIHOCTBIO yAa/IeHa);

IINR - He pe3enupoBaHHasli OIyX0Jjib (MaKpPOCKOIIMYECKU He
IOJTHOCTBIO YOAJIeHa).

III crapus:

o IBe OAMHOYHBbIE 3SKCTPAaHOAAJbHBIE OIYX0JM II0 o00e
CTOpOHBI Anadparmsi;

o nBe U Oojsee ooOmacreit auMGpOY3/I0B MO 00€e CTOPOHBI
auadparmel;

o BCe IIepBUYHbIE BHYTPUTPYIHBIE OITyXOJ/IN
(MeguacTUHAJIbHbIE, IIJIEBPA/IbHbBIE);

o Bce OOV pPHBIE BHYTPUOPIOIIHbIE OITyXOJIU
(Hepe3eKTabeIbHbIE);

O BC€ IIapaciiMHa/JIbHbI€ WM DJIINAyYpa/JIbHbIE€ OIIYX0/IM BHE
3aBUCHMMOCTHA OT APYI'UX MECT ITOPaAKCHMUS.

IV ctapusa:

o JII00asi U3 IepeuncIeHHbIX BbINIE JIOKAJIM3AUMI OIyXO0JIMn C
MHULIMAJIBHBIM IOPaXeHMeM IIeHTPa/JIbHON HEPBHOM
CUCTeMbI M/WIM KOCTHOTO Mo3ra (06iacTtel <25%) w/wiau
MYJIBTU(OKAIBHBIM ITOPAa’KeHMEM CKeJleTa.

JIumdoma/neiiko3 Bepkurra (B-OJIJI mo Tumy L3):

B KOCTHOM Mo3re >25% omyxoJieBbIX KJIeTOK [6 - 7].



3. Jleuenue

3.1 OnpeneneHue CTpaTeruu JeudeHmus

Camas 6blCmpO pacmyuiasa us3 ecex 3J/10KaueCcmeeHHblX

H08000pa308aHull JIb omJuuaemcst 8bICOKO1
xumuouyscmeumenvHocmsio. Y 80-90% 60nbHbIX Yoaemcs noaydumeo
O/umenvHoble NoJiHble KJIUHUKO-2emMamoJio2uyecKue u

yumozeHemuueckue  pemuccuu  npu  npoeedeHuu - NPoZpPamm
UHMEHCUBHOLl 8bICOK0003HOU noauxumuomepanuu (TIXT), oduako
mepanus peyudusos ocmaemcsi HepeuleHHOoLl npobaemoll.

ITokaszaHuem K Hauany cheuuguueckoli mepanuu  61semcs
ycmauoeeHHslli duazvo3 JIb. JleueHue O00/xHO Oblmb HA4aAmMo 8
Kpamuaiiwuue Ccpoku U NposodumsCsi 8 pexume OKA3AHUS
HEOMJIOMCHOU MeouyuHckoli nomowju. Heobxo0umo sKCcmpeHHoe
Kynuposamue umewuxcs Xupypeuueckux O0CJI0M¥HeHUll (KuuleuHas
Henpoxodumocms,  KpogomeueHusi,  hepgopayus),  KOppeKyus
J7IEKMPONUMHBIX ~ HAPYWeEHUT,  Kynuposamue  UHQEKUUOHHBIX
ocnoxcHeHutl, 60s1e8020 cuHopoma. Ipu Hanuuuu OITH xumuomepanus
doscHa ObiMb HAUaAmMa Ha (oHe exceOHe8HbIX CEAHCO8 2eMO0UANU3a.

e PexomeHnpayercs IIpoBeieHe KOPOTKO1 VMITYJIbCHOM
BbICOKOMHTEHCMUBHO XMMUOTEPATIUN +/- pUTYyKCUMMab™** (OCHOBHO¥
MeTop, neueHus JIb B HacTosiiee Bpems)[1, 4 — 6, 8 - 25].

VpoBeHb yOeOUTEIbHOCTM pekoMeHmanuii [ (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/l1bCTB —A)

KoMmeHTapuii: npu pedko 8cmpeuaruuxcs J0KAAbHblX Cmadusx
3a001e8aHUsl KOJUUECMB0 KYpCo8 Xumuomepanuu pedyuuposaHo 8
coomeemcmeuu ¢ npomoxoaamu. K ¢akmopam nnoxozo npozHosa,
mpeobyruwum uHmMeHcupuKkayuu mepanuu, OMHOCAM: NOpaAXeHUe
KOCMHO020 M032a U UEHMPAJIbHOL Hep8HOll cucmemol, nogviuwieHue JI/II'
> 2 8EepXHUX 2paHUlY HOPMAJIbHBIX 3HAYEHUl, NOoparceHue nouex,
Kocmetl (MynomugoKaivHele ouazu), pasmep onyxonu 6onee 10 cm.
BonvuwiuHcmeo 6onvHuix JIB Ha MOMeHM Hauand JiedyeHusl umerwm
2eHepanu308aHHsle cmaouu 3abonesaHus U (Qakmopsl Ni0X020
npozHo3sad.



OcHo8HbIM hpasunom 6 mepanuu JIB sensemcs cobaodeHue
npuxyuna “unmepean-0o3st”, m.e. npogedeHue Kypca 8 NoaHbX 003ax
C cobndeHueM MexKypcogozo uHmepsald. 3a UCKIHUYEHUEM
cumyayuti  paseumus  MU3HEY2POXAIOWUX  OCTOMCHEHULl  He
pekomeHdyemcsi npepsleams Hauamelli Kypc Xumuomepanuu. B
UCKJIIOUUMEIbHBIX CIYUAsSX NPU HAAUHUU MSAHENbIX UHGDEKYUOHHDIX
OC/IOMCHEHULl, ¢ KOmopwlMUu He Yoanocb Cnpasumscs K OKOHUAHUIO
MEXCKYPCOB020 Nepepvleéd, 803MOMCHO Y8e/ludeHUe UHMep8ala Mexaoy
Kypcamu.

3.2 IlepBasi IMHUA TepallUn.

e PexomeHayeTcsi B TIIepBOM JIMHUM JIeYeHUS IIpUMeHeHNe
MHTEeHCUBHBIX npoTokoios IIXT. [1,4 - 6, 8 - 30].

VpoBeHb yoOeauTenbHOCTM pekoMeHzanuii II  (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/lbCTB —A)

KoMmeHTapuii: B pa3Hsix cmpaHax npeoioxeHsl NPo2pammbl puck-
adanmuposanHoli mepanuu JIE npubaudumenvHo 00UHAKOBOL
a¢ppexmueHocmu, OCHOB0U KOMOpbIX  A6ASLKMCL  NPOMOKOJIbL,
pa3spabomatHosie 8 neduampuueckoii npakmuxke 8 80-90 22. XX geka.

e PekomMeHaOBaHbl B HacTosgllee BpeMs s JjeueHus JIb
cienyromye mporokosnbl [IXT [Bce — III, B]: R-Hyper-CVAD, JIb-
M-04+/-R, LMB 95, CODOX-M/IVAC+/-R, R-NHL-BFM 90/95, B-
HXJI 2004 mab6. IlammeHTam cTapileii BO3pacTHOW TpyIbl 6e3
nopaxkeuust HHC (He kaHaumaTaMm st MHTeHCUBHOM IIXT) moxeT
OBITh ITPOBeIeHO JeueHue 1o rnmporokony R-DA-EPOCH.[1,4 - 6, 8 -
30].

VpoBeHb YyOegUTENBHOCTM peKkoMeHpamuit [ (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB —A)

e PekomeHpayeTrcsa Tepanus JIb y maineHTOB, MHOUIMPOBAHHBIX
BMY, npoBOAMTCS IO AaHAJOTMYHBIM IIPOTOKOJaM Ha QoHe
IIOCTOSIHHOTO IIpyeéMa BbICOKOAKTUBHOI aHTUPETPOBUPYCHON
Tepanunu (BAAPT). Takke MOryT MCII0JIb30BaThbCS Iporpammbl R-
DA-EPOCH, R-CDE, SC-EPOCH-RR, ocobeHHO y IallM€HTOB C
TSIKEJIOM COMYTCTBYIOLIei raTtonoruen.[1, 4 — 6, 8 - 24].

VYpoBeHb yoeauTeIbHOCTH
pekomeHaauuii I (ypoBeHb JOCTOBEPHOCTU HOKa3aTeNbCTB —
A)



e He pekoMeHAyeTcsS B CBSI3M C YBeJIMUeHMEM KOJMYECTBa
MHQPEKIVMOHHBIX OCIOKHEHUH ¥ BBICOKMM PUCKOM CMEpPTU OT HUX
putykcumab™™* BBoguTh BUY-uHGUIIMPOBAaHHBIM MaIMi€EHTaAM IIPU
koimuectBe CD4 kieTok meHee 100/Mki.[1, 4 - 6, 8 - 24].

VpoBeHb yOeaUTEIbHOCTM pekoMeHmanuii [ (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/lbCTB —A)

e PekoMmeHAyeTcss 00si3aTenbHasi MpoduaakTUKa HelposeitkeMumn
IyTeM MHTPATEKAJIbHOTO BBeeHNs 3 mpenapaToB (Lurapadbuua™* 30
MT, MeTOTpeKkcaT** 15 mr, mekcameta3oH™* 4 mr) 1 pa3s 3a KypcC B
TeueHue Bcero nepuopga repanun.[1, 4 - 6, 8 - 30].

VpoBeHb yOegUTENBHOCTM pekoMeHpammuit [ (ypoBeHb
IOCTOBEPHOCTU J0Ka3aTe/IbCTB —A)

JleueHue  HeliposielikemMuu npogodsm 8  COOMBEmMCmeuu  co
CMaHoapmusIMu Npasuaamu: J1OMOANbHbIE NYHKUUU C 88e0deHUeM
UUMoCcmamuxo8 8sinoJHAm 3 pa3a 6 Hedearw 00 NoJyyeHus 3
HOPMAJIbHBIX  AHau308 Jukeopd. Ha nocnedyrowux  610kax
xumuomepanuu (nocie caHauuu Jaukeopa) JomMOaibHble NYHKYUU C
UHMPAMeKaNbHbIM 88edeHUeM UUMOCMamukos nposodsm 08axcdvl 3a

KypC.

e PekxomMeHzoBaHO Bcem mnanueHtram ¢ JIb yCTaHOBJIEeHVE
LIEHTPaJILHOTO BEHO3HOr0 KaTeTepa.[1, 4-6].

VpoBeHb yOeOUTEIbHOCTM pekoMeHzmanuii [ (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/NAbCTB — A)

e PeKOMeH[IOBaHO MpU MpPOBeAeHUM IepBOr0 Kypca Tepamuu K
00s13aTeJIbHOMY  BBITIOJIHEHUIO  MpOGWIAKTMKA U JiedeHue
CMHApPOMa MAaCCMBHOTO LIMTOJM3a OMYXOJIN: ajuIomypuHoa™* 10 mr/
Kr/cyT. p.o. + uHPY3MOHHAsT Tepamus 3 J/M2/CyT. C
3allenauMBaHuemM p-poM conbl 40-80 MMOJIb//T 10O KOHTPOJIEM
Iuypesa U IJIAaHOBBIM Ha3HaueHMeM ¢ypoceMua, 1abopaTOPHbIM
KOHTPOJIEM KMCJIOTHO-OCHOBHOTO COCTOSIHMS [1, 5-7].

VpoBeHb yOegUTENBHOCTM pekoMeHpammit [ (ypoBeHb
JOCTOBEPHOCTU J0Ka3aTe/lIbCTB — A)

e PekoMeHAOBAHO Mpy MpUMEHEeHUM BbICOKMX 103 MeToTpekcaTa™™*
KOHTPOJIb €ro MMMMHaLuKM (OIlpenejieHe KOHILeHTpaluu B
ChIBOPOTKe!) ¥ KOppeKIMs A03bl Kanblivs GonnuHarta.[1, 4-6].



VpoBeHb yOeaUTEIbHOCTM pekoMeHzanuiti [ (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJIbCTB — A)

JIydueBasi Tepamnusi U ToAaepskMBaoInas Tepanusi 6oabHbIM JIB He
TIPOBOIUTCSI.

3.3 Bropas nuHus Tepanuu

IIpu Hanuuuu nepsuuHo pe3ucmeHmHoli JIb (npozpeccuposauue
3aboziesanus, paHHuii peyudus) s¢pgpekmusHocms mepanuu 8mopoti u
nociedyrowjux JAuHUli MuHumansHa.Peyudusst JIB, Kak npasuJio,
passusarmcs 8 nepswle 6-9 mec. nocje 3asepuieHus JeueHus, No30HuUe
peyudussl KpaiiHe peoxu.

e PekoMeHayeTCs, B KauyeCTBe TepaliMyu BTOPOM JIMHUU K
BO3MOXHOMY MCITO/Ib30BaHMI0 peskuM R-ICE (mpu apdekTuBHOCTU
MOKa3aHO IIpOBefieHMe TpexX KypcoB), JMOO HOPyruxX KypcOB
MHTEHCUBHOM MMMYHOXMMMOTEpAIuu, COopepsKalleil Mpernaparsl,
paHee He WUCIIOAb30OBaBIIMecss y OonbHOro. IlpuM JeveHuun
pelANBOB HeoOxomyma IpoduIaKTMKa HeHpoeikeMun I0 TO
Ke TIporpamMme, YTO U [Py JieUeHUM IepBUUYHBIX 60bHbIX. [1, 10].

VpoBeHb yOeauTenbHOCTM pekoMeHnmanuit IV  (ypoBeHb
IOCTOBEPHOCTHU N0Ka3aTe/lbCTB — D)

KoMmMeHTapuii: 8 Hacmosiujee 8pemsi ONUCAHbl eOUHUYHblE Cydau
docmuxceHUst 8mopoti pemuccuu ¢ nocnedyrouleti agpgpekmusHoti aymo/
Q//102eHHOU MpavcnaaHmayuetl KocmHo20 Mmo32d. boavuwiuHcmeo
peyudusos JIb uHKypabenvHoil.

L4 PeKOMEHI[yeTCH BBICOKOOO3HAad XMHUOTepaIrinsi nu
TPpaHCIVIAHTALMsI KOCTHOTO MO3ra Ipu gOoCTVM>XKeHUNU 2-1 peMuccun.
1, 10].

VpoBeHb yoeauTeabHOCTM pekoMeHmanuii IV  (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTelbCTB — D)

KomMMeHTapuit: 8 nepsoli pemuccuu MpavchaaHmayus KoCmHo20
MO032a He NOKA3aHd.

3.4 OnieHKa pe3y/JIbTaTOB JICUeHUS




B npouecce mepanuu nepeod KaicObiM Kypcom HeoOX00UMO OUeHUMb
JIOKAJIbHBLU U CUCMeMHblli omeem Ha JieueHue. BoinonHenue KT/MPT
NOKA3aHo nocje Kaxovix 2 Kypcos mepanuu ¢ akyeHmom Ha obaacmu
UuHUyuanvHo2o nopaxceHus. Ilpu eoeneueHuu KM 6 Odebrome
3abones8aHus nposodsm ezo uccnedosarue nocie Kaicdozo kypca 0o
docmudceHust zemamosnozuueckoli pemuccuu (006siuHo caHayus KM
npoucxodum nocie nepgo2o  Kypca). Kommponb  00BeMHbIX
obpa3osanuli mpebyemcss 00 docmuxceHuss NOAHOU pedykuuu, npu
COXpAaHeHUu 0CmamouyHo20 00pa3o8aHusi He06X00UMo nposedeHue ezo
ouoncuu u II9T-uccnedosanus. IIpu omcymcmeuu OaHHbIX 34
aKkmueHwlii onyxoneswlii npoyecc ciedyem npodosxcams mepanur no
npomoxony, npu OudzHOCMuKe OCMAMOUHOl ONnyXoau — peuwums
gonpoc 00 uU3MeHeHUU mepanuu u npoeedeHUU MpAHCNAAHMAYUuU
2emonoamuueckux cmeosioguoix kiemok (TI'CK).



4. PeaOuauranms

Peabunumayusi nayueHmos, NOAyudswiux JeueHue Nno nosody
JumMponponupepamusHsix 3a6071e8aHUL, ocmaemcst Maio U3y4eHHol
npobemoti. Imo 00ycn0871eH0 HECKOJILKUMU 00CMOSIMe1bCmeamu:

® ge/IUKU pasiuyusi 8 xapakmepucmukax nayueHmos: demu, Moyoodvle
nauueHmol, NOXCUblE U COMAMUUECKU 0MA20UEHHbIE NAYUEHMbL;

. pa3H006pa3ue npumeHsaemslx  mepanesmudecKkux no00x0008 C

pPasjiudHbIM npod)wleM mokcuuHocmu: UMMYHOJ102UUeCcKds
MOKCU4YHOCMb npu npumMeHeHuu dHmumesn, MuejiomoKCuuyHoCcms u
apyeue sapuaHmel mokKcuyHocmu uumocmamukos,

KapouomoxcuuHoCms aHmpayukauHos8 u m.o.;

* Heobxoduma uHousudyaausauus npu paspabomke
peabunumauyuoHHslx Meponpusimuti 01 Kamooz0 KAUHUUECKO20
cyuas. K coxcanenuro, 8 Muposoti npakmuke 00 ce200HAWHe20 OHsl He
0710 nposedeHo HU 00H020 KJAUHUUECKO020 UCCNe008AHUS, CNeUUanbHO
NOCBAUEHHO020 80NpPOCAM peabuarumayuu NnayueHmos, NoayuusuUx
mepanur no nogody aumgponponupepamusHozo 3a601e8aHUS.

2Omo no3eonsiem 000CHOBAHHO CUUMAMb, YMO 8 HACMOsUlee 8pemMs
e0UHCMBEHHOTI B803MOMCHOU pekomeHoayueli ocmaemcs
cumMnmomamuyeckoe U namozeHemuueckoe JjieueHue HexeldmesnbHblx
s18J1eHUll, pa3euswUXCsl 8 pe3yibmame NpPomueoonyxoaesoll mepanuu.
dmum  eonpocam  nocssiujeHbl  omoenbHble  pa3oenvl  OAHHBIX
peKkomeHoayuii.



5. IIpodpuaaxkruka

Memoodos npogunakmuxu aumgpomsl bepkumma 8 Hacmosiuiee 8pems
He cyuwecmaeyem, NOCKOJIbKY Heu3eecmeH 3muoyiozuueckuli ¢akmop,
gedywuti x passumuto 3abonesaHus. Jlucnavceproe Hab00eHUE
2eMAMo1I020M UNU OHKOJI020M OCyulecmeasisiemcs: 8 nepuod JieueHust u
nocjie docmuxceHust peMuccuu aumgpomoi.

JTuHamuueckoe HabnwOeHUe OCyWecmsisiemcs uepe3 Mecay nocie
OKOHUAHUA JieueHuss 011 N0OMEepHOeHUs COCMOSHUS pPeMUCCUll
Heo6xo0uMo  NONHOe  KJAUHUKO-labopamopHoe  o0Ocnedosarue,
gxniouaiouiee KT/MPT 30H UCX00H020 NOpaxeHus, UCC1ed08aHue
KOCMHO020 M0324d 8 CIyude €20 UHUUUAIBHO20 NOPAMEHUSI.

HuHamuueckoe HabnwodeHue nposodumcs 8 nepewlii 200 1 pa3 8 3
Mecsiua, 80 2-3 200vl — 2 pa3sa 8 200, danee 1 pa3 8 200 0o 5 iem uiu no
KJUHUYeCKUM nokasaHusm. Heo6xodumo 8vinonHeHue KAUHUYeCcK020 u
ouoxumuueckoz2o aHaausos kposu, KT epydHoti, 6piowiHoli nonocmeli u
Majnoz2o masa.



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

6.1 OmmMoOKM 1 He00OOCHOBAHHbBIE HA3HAUEHUS

He pekomeHayeTcsl BbITIOJIHEHMEe NYHKIMM JauMdoysia (ouara
TIOpa>keHms).

YpoBeHb yoeauTeIbHOCTHU
pekomeHgauuii IV (ypoBeHb JOCTOBEPHOCTU JOKa3aTeJIbCTB —
D)

KomMmeHTapuu: ouazHo3 aum@pomsl He Moxem Oblmb YCMAHOBJIEH NO

nyHkmamy, be3 NOJIHOUEHHO20 2UCMOJ102UUeCK020 U 2ucmoxumuuecko2o

uccnedosaHusl.

He pexkoMeHAyeTCsl BbIIIOJIHEHME PaAUKaIbHBIX OIlepalui,
BK/IIOUAIOIIMX yJajeHue OJHOTO W/IM HEeCKOJIbKUX OpPraHoB,
BOBJIEUEHHBIX B OIyXOJ€eBbI/i Mpoluecc (ymadeHue SUYHUKOB,
cejie3eHKM, TOOKEeNYIOUYHOM >Kejles3bl, JKeyaKa, IMOYKM, MAaTKu) B
OTCYTCTBME ITOKAa3aHMIA.

YpoBeHb yoeauTeTIbHOCTHU
pekomeHpauuii IV (ypoBeHb JOCTOBEPHOCTU JOKa3aTeJIbCTB —
D)

KoMmmeHTapwuii: nodoGHble onepauuu mozym npusooums K Kaxekcuu

O0JIbHBIX, HAPYWEHUI HCUSHEHHO BANCHBIX (DYHKUULL.

6.2 JIumbombl 1 6epeMeHHOCTh

e PekomeHAyeTcsi CO BceMM OOIbHBIMM OETOPOAHOIO BO3pacTa

06oux TI0JIOB 00CYy>XIaTh BOTIPOC 0 BO3MOXKHOCTU
KPMOKOHCEpBAlMM CIIEpMbl MM TKaHU SIMYHMKA Ilepe], Hadajom
Tepanun.

YpoBeHb yoeauTeIbHOCTHU
pekomeHgauuin I (ypoBeHb OOCTOBEPHOCTU OO0Ka3aTeJIbCTB —
A)



KOMMEHTapI/IMi xumuomepanua u O5J1yll€Hu€ obnacmu masa mozym
npueecmu K H€O6pamuMOl:Z cmepujsibHocmu nauyueHma.

¢ PekomeHAyeTCsI C KeHIIMHAMM I€TOPOJIHOIO BO3pacTa 006CyKIaTh
BOIIPOC O  HEOOXOAMMOCTM TOPMOHAJbHOV  3alUTHI  OT
O6epeMeHHOCTM, a TaKke O MeTOmax BO3MOXXHOI TOpMOHAIbHOI
3alUThl SIMYHUKOB IIPU TMPOBEIEHUNM MHTEHCUBHBIX IIPOrpaMm
Jle4eHusl.

YpoBeHb yoeauTeTIbHOCTHU
pekoMeHngauui [ (ypoBeHb JOCTOBEPHOCTU OO0Ka3aTeJIbCTB —
A)

6.3 [Ipor1os

Camas OBICTPO pacTyuas "3 BCeX 3710KQ4eCTBEHHBIX
HOBOOOpa30BaHMUI JIb OT/INYAeTCS BBICOKO1
XMMUOUYBCTBUTEIbHOCTBIO. Y 80-90% OO0AbHBIX YHAETCS ITOTYUYUTh
IJINTEeIbHbIE T1OJIHbIE KJIMHUKO-Te€MaTOJIOTUYeCKue "
LMUTOTeHeTUYeCKe pPeMMCCUM Tpu  TPOBEOEeHUMM  IPOrpamMm
MHTEHCUBHOM BBICOKOMO03HOM monuxumuorepanun (I1XT), omHako
Teparus peluauBOB OCTAeTCsl HepellleHHO ITpobieMoii.



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Ne Kputepumn kauecrBa YpoBeHb YpoBeHb
AOCTOBEPHOCTH y6eautenbHoCTH
AOKasaTeNbCTB pekoMeHAaaLumin
1 BeinonHeHa  6uoncus  numdoysna  (oyara I A
nopaxeHus) [¢ LMTONIOMMYECKUM,
MOpPONOrnM4YeckKMM,  UMMYHOTUCTOXUMUYECKUM
nccnenoBaHms MU
2 BbinonHeH KIIMHUYECKUIN aHanus KpOBM I A
(remornobuH, 3pUTPOLMTHI, TpomMbouuThI,
NenKkoumnTbl, nernkounTapHasa gopmyna)
3 BbinosHEH ~ BMOXMMUYECKUA  aHanu3  KpoBw I A
(obwwnn 6enok, anbbyMuH, MOYEBMHa,
KpeaTuHMH, Mo4eBas kwucnorta, AJIT, ACT,
obwuin n npsmMoit Gunnpy6buH, xonectepu, J14r,
weno4yHas docdartasa, aNeKTpoaANTbI, KanbLnin)
4 BoinonHeHo KT/Y3WU/MPT rpyaHoW nosocTty, I A
6ptoLwHom rnosaocTu, Manoro Tasa,
AONONHUTENbHbIX O4aroB MOpaXXeHus
5 BbinonHeHa TpenaHobuoncus C I A
rMCTONOTMYECKMM  UCCNeA0BaHMEM  KOCTHOIO
mMo3ra
6 BbinonHeHo 3KI I A
7 BbinonHeHa KoarynorpamMma I A
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rematosioruu ®MUILI um. B. A. AnmasoBa, CaHKT-IleTepOypr.
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BorsikoBa Onbra MuxaiuioBHa. KaHaugaT MeguUIMHCKMUX Hayk,
BpPauy-OHKOreMaToJIOT, CTaplliuii HAy4YHbI COTPYIHUK OTHEIeHUS
XumuoTtepamumu remo6macrosos HMUM KO ®I'bY “POHII um. H.H.
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borkuMHa mno remarosioruu, mnpodeccop KkKadeapbl OHKOJOTUM,
remartosoruu u aydyeBoit teparimu PHUMY um. H. U. Iluporosa,
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CamoiuioBa Onbra CepreeBHa. KaHaumaT MeOUMIIMHCKUX Hayk,
Bpauy-reMaToJior, 3aBeAyrollasi IeMaTOJOTMYeCKUM OTAe/IeHUeM
Huskeropoackoit 00/1aCTHOM KAMHMYECKOH OonbHMIBI MM. H.A.
Cemamko, Husxkanin Hosropog,

CamouaTroBa Enena BiaagummupoBHa. [IOKTOp MeOULIMHCKUX
HaykK, TIIpodeccop, 3aBenyiolias  OTOEJIOM  KIMHUUECKUX
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npodeccop, Bpau-paauosior, Bpau-OHKOJOI BbICIIEl KaTeropuu,
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MHHOBAILIMOHHBIX TEXHOJIOTUI B paguoTepariuyu U XMMMUOTy4eBOTO
JeueHMsl 3710KaueCTBEHHBIX HOBOoOpaszoBaumuii ®I'bY PHIIPP M3
P®, Mockaa.
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oHkoremartojgorum ®I'bY «C3OMMUILI um. B.A. AnmasoBa» M3 PO, r.
CaHkT-IleTepOypr.

CredanoB [Imutpuii HukonaeBud. JIoKTOp MeOUIIMHCKMUX HayK.
Crapimnit meguumuHcknin MeHemkep, OO0 «TC OHKOIOIKM».
TpodumonBa OxkcaHa IlerpoBHa. [JOKTOp MeOMIIMHCKMX HayK,
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otraenenus POHIL um.H.H.bnoxuua, Mocksa.

TymsaH T'assHe CepreeBHa. [IOKTOp MeOMUMHCKMX HAyK, Bpau-
OHKOJIOT, BeIyIINIA HAyYHbIN COTPYAHUK OTHeJIeHUS
xumuoTtepanumu remobnacto3oB ®I'bY «POHII um. H.H. BiaoxuHay,
npodeccop Kadeapbl OHKOJOTrMM PocCCUiiCKOI MeaUIIMHCKOM
akajieMuy ocjieAUIIJIOMHOTI0 o6pasoBaHusi, MockBa.



IIpunokenmne A2. Metomosmorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

Ha nmpoTsokeHMM  MHOIMX — JIET BpauM M OPraHM3aTopbl
30paBOOXpaHEeHMs BCEro  Mupa  CTapalTcs  OOJNerYyuTh U
ONTMMM3MUPOBATh  CBOI  paboTy  IIOCPeACTBOM  pa3paboTOK
peKoMeHJalMii 10 JIeUeHMIO OTHEeNbHbIX 3a00/IeBaHMii, KOTOpPbIE
COCTaBJIEHBI BEAYIIMMM CIIEIMAIMCTAMMU JAaHHOI 00/1aCTU MeOUIMHBI
M YUUTBHIBAIOT KaK BCe IOCJIeIHME TOCTVOKEHMS] MeIUIIMHCKOM HAyKH,
TaK ¥ MPaKTUYeCcKye OCOOEHHOCTM 3[ApaBOOXpPaHEeHMs [JTaHHOI'O
pernoHa. IlogoOHbIe peKOMEHIALMM CO3MAIOTCS Ha Pas3IMYHbIX
YPOBHSIX, HAUMHAS OT MEKAYHAPOIHBIX PEKOMEHAALIMIA, HallMCaHHbIX
00beIVHEeHHbIMM TPYIIIaMM SKCIIEPTOB pa3sHbIX CTPaH, 3aKaHUMBasI
JIOKaJIbHBIMM, [EJMCTBYIOIIMMM B OTHOENbHBIX KIMHMKAX. Hammnume
MOJOOHBIX pPEeKOMeHJAIMii CIIOCOOCTBYeT 0OJerueHNuIo BbIOOpa
TAKTUKM JIEYeHUSI IPaKTUUeCKMMM BpadaMyu, oOecIieuuBaeT UX
IIOJIHOW ¥ COBpPEMEHHO! MHpopMalyeili 0 IpeuMylecTBax WU
OTpaHMUYEHUSIX PA3JIMUYHBIX METOHOB JIEUeHMs, a TaKKe I03BOJISIeT
opraHmMsaTopaM 3ApPaBOOXPAaHEHMSI JIyUllle OLIEHMBATh BO3MOKHbIE
00BbeMbl HeO0OXOAVIMOTO JIeUeH M.

B 2007 r. 6bua co3maHa IiepBast B Poccum pabouast rpyImna Mo
HAIMCAHMIO KIMHUYECKMX PEeKOMEeHOAIuii I10 JIeUeHUIO0 OOJIbHBIX
XpPOHMYECKMUM JIMM@Posieiiko3oM. BriepBbie 3TU peKOMeHIaluuu ObUIn
msnausl B 2008 r., B 2010-2011 rr. oHM OBUIM MOAEPHU3UPOBAHBI U
nepeusmadbl. Ha sTom srtame K paboTe Haja MX HamMCaHMUEM OBLI
MpUIIanied MeKIyHapOOoHbIi 9KcrmepT, Impodeccop M. Hallek
(I'epmanus).

VunuTeiBasi 3TOT  YCIHENIHBIA  OMNBIT  CO3JAHUS  KJIMHUYECKUX
peKoMeHIaIMi1, a TAaKKe HapacTaIIyIo MTOTPe6GHOCTh MPAKTUKYIOIIX
Bpayeil B aHaJIOTMYHOM JOKYMEHTe, KacarmIlleMCs IPYruX HO30JI0TUIA,
Poccuiickoe mpodeccroHaabHoe OO6IIeCTBO OHKOreMaTOoJIOTOB IO
pykoBoactBoMm mpod. W.B. Tlommy6Hoii m  HaumoHambHOe
reMaTojiorMyeckoe o0OIIecTBO TIofd, pykoBoiacTBom mpod. B.T.
CaBYEHKO BBICTYNWMIM C WMHULUMATUBOM HamucaHusa PoCCUMCKUX
KIVMHUYECKNX PEKOMEeHJAaUMii IO [UAarHoCTUKE WU  JIEYEHUIO
3/I0KaueCcTBeHHbIX JuMdbonponudepaTuBHbIX 3aboneBaHuii. [laHHOe
HauMHaHMe ObUIO momaepxkaHo Tmpod. F. Cavalli (IlIBeiiiiapus),
KOTOPBI COIVIACUIICS CTATh TPETbUM PYKOBOAUTENIEM MTPOEKTA.



[lepBass Bepcusi PoOCCUMMCKMX KIMHUYECKUX PEeKOMEeHIOALu 110
OMArHOCTUKe M JiedeHMIO JuMoIripoandepaTMBHbIX 3ab01eBaHMIA
6bu1a rmogroronyieHa B 2012-2013 rr., 1 B 2013 r. 66112 OITyO/IMKOBaHA
B KypHase «CoBpeMeHHasl OHKOJOIMSI», a TakKkKe Ha psae
npodecCMOHaIbHBIX MeOUIIMHCKMX CaiiTOB, B TOM UMC/ie Ha caiiTax
oboux oOIIeCTB, ¥ He3aMeIJIUTEeIbHO TMOJy4YMa IIUPOKOE
pacIopocTpaHeHMe Ccpeay MPAKTUUYEeCKMX Bpaueii-OHKOJIOTOB U
reMaToJIOTOB CTPaHbI.

JvHaMMUYHOE pa3BUTHE COBPEMEHHOJ OHKOTeMAaTOoJoruu TpebyeT OT
CITeIMaIVICTOB ITOCTOSTHHOTO OOHOBJIEHMSI CBOMX 3HAHUI Y BHEIPEHUS
HOBBIX METOAOB AMArHOCTUKMU U JIeYeHUS B MPAKTUKY. B 3TOM CBSA3U
KIVHUYEeCcKue peKoMeHaalun IOJIKHBI IIOCTOSTHHO
COBEpPIIEHCTBOBATHCS, PA3BUBATHCS ¥ OOHOBJISITHCSI B COOTBETCTBUM C
HAYYHBIMM OTKDPBITUSIMU U HOBBIMU TPeOOBAHUSIMM CHEIMaTNCTOB,
HEIOCPeICTBEHHO 3aHMMAaIONIUXCS JieueHueM OOJIbHbIX. YUUTbIBAS
9T TpeboBaHMsl, pabouass TpyImIia IO MOATOTOBKE PeKOMEHIALMIA
MIPUHSIIA pellleH)e O peryaspHOM OOHOBJIEHUM TAHHOTO JOKyMeHTa 1
pas B 2 roja.

Bropasi Bepcust POCCUMCKMX KIMHUYECKUX PeKOMeHOalui [0
OIUArHOCTUKE " JIeYeHUIO 37I0Ka4eCTBEHHBIX
numborponudepaTMBHbIX 3a007eBaHMit ObIa oIyonukoBaHa B 2014
r. boumm pgob6aBieHbl MOC/TegHME HaHHbIE O BO3MOXKHOCTSIX
OIMArHOCTUKU U JiedeHUs 1MMboM, XpoHMudeckoro amumdosneiikosa u
MHOXXeCTBEHHOI MMeJIOMbI, a Takke M00aBjieHbl HOBble pa3fiesibl U
npunoxkeHusi. OOcykmeHue OOHOBJIEHMIA COCTOSIOCh B pamkax Il
Konrpecca remaronoros Poccumn.

B IaHHOe wm3maHMe BOLLJIA TpPeThbS BepCUs PpPeKOMeHIallui,
IIOArOoTOBJeHHasa crenuanuctamyu B 2015-2016 rr. Bce ocHOBHbIE
paszenbl peKOMEeHAALMii ObLIM OOHOBJIEHBI C YUYeTOM ITOCAeTHUX
HayYHbIX IOCTIWDKEHMIA B [AHHON o061acTu, a Takke IOKeIaHuit
IMPAaKTUUYECKMX OHKOJIOTOB UM TeMaTOJIOTOB, MMEBIINX BO3MOXXHOCTb
MCII0/Ib30BaTh MepBble U3OaHUsI peKoMeHaauuin HauuHasa ¢ 2013 r. B
peKoMeHIaLun I00aBJIEHbI HOBbIE KjI1accuuraum "
IIPOTHOCTHYECKME CHUCTEMBI, pa3paboTaHHbIe B MOCIEOHME TOIbI, a
TaKKe JIeKapCTBEHHbIe IIpernaparbl, 3aperucTpUMpOBaHHbLIE WU
TJIaHMpyeMble K peructpaiiuu B Poccuiickoit pemepanyiu B 2015-2016
IT. 3HAUMTEIbHO pacCIIMpeH KPYT CIIeIMaaCTOB CMeKHbBIX 00JacTeii,
y4aCTBOBABIIMX B HaIlMCaHUM pa3neaoB pPeKOMeHOaluil I10
OIVArHOCTUKEe M JIYeHUIO TMalMeHTOB, Y KOTOPbIX I[IOMMUMO
auMmdornponudepaTUBHOM  MATOAOTMM  OUArHOCTUPYIOTCSI  MHbIE
TsDKeJible 3a00/ieBaHMsl, BAMSIONIME Ha TepalrieBTUUYeCKyl0 TaKTUKY.



OOHOBJIeHUSI peKOMeHalnii ObIIM MIMPOKO U MOAPOOHO 0OCYKIEHbI
CreuMaanucTaMM B paMKax TpexX KpPYIHENIIUX MepOIpusITUi,
MIPOBOAMMBIX B IAHHOM o6jacTtu: dopyma 3KCIepTOB IO BOIIPOCAM
IUarHOCTUKUA " JledeHusI 3710Ka4eCTBEeHHBIX
numbornponudepaTMBHbIX 3aboneBaHuii «JIumdopym», exeromHoi
Poccuiickoit  KoH(QepeHLMM €  MEXKAYHApOOHBIM  y4acTuem
«370KauecTBeHHbIe JMMQPOMbI», a TakKe III KoHrpecca remaTonoron
Poccumn.

LeneBasa ayauTopusa KIMHUYECKUX PEKOMEHJAlIUA:

1. Bpau-remarosior 31.08.29 - remaTosiorus
2. Bpau-onkosior 31.08.57 - oHKO/IOTUS

B HacTOSIIIMX KAMHUYECKMUX peKOMEeHIAIMsIX B KBaApaTHbIX CKOOKax
IIpMBedeHbl  YPOBHM  JOKA3aTeJIbHOCTM  peKOMeHIaluii, B
COOTBETCTBMM CO INKaJaMu, pa3pabOTaHHBIMM AMeEPUKAHCKUM
001IecTBOM KJIMHMYECKO oHKojmorunm (ASCO) u  EBpormeiickum
00111eCTBOM MeIUIIMHCKO oHKooruu (ESMO).

Tabnuna 4.

VpOBHI/I U CTEII€HUM JO0Ka3aTeJIbHOCTU

YpoBeHb Twun gokasaTesibHOCTU
JoKa3saTe/IbHOCTH
I Kak MWHMMYM OAHO KpYynHoe paHAOMWU3NPOBAHHOE KOHTPO/IMpyeMoe

nccnenoBaHMe BbICOKOro KayecTBa (C HM3KOW BOPOSAITHOCTbIO OWMOOK) mnu
METa-aHaNn3 rOMOreHHbIX PaHAOMU3MPOBAHHbLIX WCCNefoBaHUA BbICOKOIO
KayecTBa

II Heb6nonbwuwe paHAOMU3MPOBaAHHbIE nccnefosaHus unun KpynHble
paHAOMM3MpPOBAHHbIE UCCef0BaHNS C BbICOKOW BEPOSITHOCTbIO OLMOOK.
MeTa-aHanM3 MNoAO6HbIX WCCNeAOBaHUA WM MeTa-aHanuM3 reTeporeHHbIX

nccneaoBaHui

ITI MpocnekTUBHbIE KOrOPTHbIE UCCIeA0BAHUSA

v PeTpocnekTnBHblE KOrOpTHble WUCCEA0BaHUS WAW UCCNeAOBaHWUsl «Ciny4yan-
KOHTPOSb>»

V WccnepoBaHna 6e3 KOHTPOSIbHOW TIPynnbl, OTAE/NbHble C/lyvyan, MHeHue
3KCNepToB

Tabnuna 5.

CreneHb papauuns

A JocToBepHble AaHHble O BbICOKOW KAMHMYECKOW 3(dEeKTUBHOCTU, HACTOATENBHO
pekoMeHayeTcs
B [JoctoBepHble wnn  ybeauTenbHble  AaHHble 06  yMEpeHHOW  KJIMHUYECKOM

3(pPeKTUBHOCTUN, peKOMEeHAYETCS

(e HefnocToBepHble faHHble 06 3(HEKTUBHOCTU, KOTOPask He MepeBelIMBaeT pUCK Un
HefoCTaTKM JfiedeHus (HexenaTeNbHble SBfIEHMSA, CTOMMOCTb M T.4.), MOXET
NPUMEHSTLCS KaK OAWH U3 BapuaHToOB




VHOMKATOpPhl JTOOPOKAYECTBEHHON KIMHUYECKON IPaKTUKU
(Good Practice Points — GPPs):

,Z[O6pOKaquTBEHHaH MMpaKTMKa peKOMeH,ELaLII/IVI OCHOBbLIBAe€TCs Ha
KBaJ'II/I(bI/IKaL[I/II/I U KNIMHNYECKOM OIIbITe€ aBTOPCKOI'O KOJIVIEKTUBA.

MeToposiorust Baiuan3anuum peKoMeHaalmnin

MeToabl Baauan3anu peKOMeHJalum:

e BHemHss 3KCIepTHAs OLI€HKa;

e BHYTpeHHss dKCIIepTHas OLl€HKa.

OnucaHme MeTOAMKHU BaJIUAU3ALM PeKOMeHJaluii:

Hacrosiye pekoMeHIALMM B IIpedBapUTEIbHOV Bepcuu ObLIN
peleH3MPOBaHbl HE3aBUCUMBIMM SKCIIEPTaMM, KOTOPBIX ITOIPOCUIIN
IIPOKOMMEHTMPOBATh, HACKOJIbKO KaueCTBEHHO MHTEPIpPETUPOBAHBI
IoKasaTeabCTBA M paspaboTaHbl pekoMeHmauuu. Takxke ObLIa
IpoBeJleHa JKCIIePTHAsI OLeHKAa WM3JIOKeHMSI peKOMeHOaluii U UX
OOCTYITHOCTY JJISI TOHVMAaHMSI.

PexoMeHaauyu 00CYKIeHbI ¥ OJ00peHbl BeAYIIMMM CIIeLMaTIUCTaMU
npodunbHbix demepasbHbIX LEHTPOB P® U mOpakTMUYeCcKUMMU
Bpauamu. [IpoeKT KIMHUYECKUX peKOMeHAaluit 6bU1 pacCMOTpeH Ha
coBelaHusx paboueit rpymibl B 2015-2016 rr., Ha ®opyMe 3KCIIEPTOB
[0 BOMNpPOCAaM OMArHOCTMKM M  JIeYeHMSI  3JI0KaueCTBEHHBIX
auMmdornponndepaTuBHbIX 3abomeBaHMit «JIuMdbOpPym», eKeromHoi
Poccuiickoit  KoHpepeHLIIMM €  MEXIYHAapOOHBIM  y4acTUeM
«370KauecTBeHHbIe TUM@OoMbI», a TakKe III KoHrpecca remaTonoros
Poccun.

OkoHuaTe/IbHasI pegaKIus:

JlJis OKOHYATEe/bHOM penaKiuu M KOHTPOJIS KauecTBa peKoMeHIalumn
ObIM TOBTOPHO  MPOAHAJIM3MPOBAHbl  UJe€HAaMM  aBTOPCKOTO
KOJIJIEKTMBA, KOTOpble TMPUILIM K 3aKJIYEeHMI0, UTO BCe
CyllleCTBEHHbIEe 3aMeuaHMsI M KOMMEeHTapuy 3KCIIePTOB MPUHSITHI BO
BHMMAaHMe, PUCK CUCTEMATUIYECKUX OLIMOOK Mpyu pa3paboTke CBeleH
K MUHUMYMY.

Knuuuuveckne pexromMeHzauuu yrBepxkaeHbl Ha XIII Poccuiickorii
KOHbepeHIMM C MEXIyHapOOHbIM yuyacTueM «3J0KaueCcTBeHHbIe
nuMdomel» B 2016.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI

KP400. Xpounueckuii 6oseBoit cuuapoM (XBC) y B3pocC/bIix
MalMeHTOB, HY>KIAMIMXCS B Ma//IMAaTUBHOM MeIUILIMHCKOM TOMOIIU
(http://cr.rosminzdrav.ru/#!/schema/708)


http://cr.rosminzdrav.ru/#!/schema/708

IIpuinoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

Jduvboyma beprurra (715) Ko MEE C83.7

Hanpaenenue B
CHeUHATHIHPOBAHHOE

JITY

,II!H.I'HI]CTHKH. H Je9eHHE
E pPERHME HEOT.T 0EHOH
MOMOLOH

i;a

HuTeHCcHENBIE 010K0BBIE
NMpoTOROIBI

MOTHIHMHOTEPANTHH

IIpodarakTHRA/ TegeHHE

HEHPOJEHECMHH,

IIpodurrakTHra/TegeHHe
CHHAPOMA MACCHBHOTO
JH3HCA OIYXOJIH




ITpunoskenue B. Undopmanmsa nisa
IanyieHTOB

Jlumboma BepkurTta - 3TO arpeccuBHasi B-KjieTouHasi OITYXOJjb
auMGbOUTHOTO ITPOUCXOKIeHMs. HecMOTpsi Ha TsKeloe COCTOSIHME
60/1bHOTO B [ebioTe 3aboneBaHMs, JaHHAS OITYXOJb SIBJISIETCS
MOTEeHIMAAbHO KypabenbHOM. I[IpM mpuMeHeHMM BbICOKOAO3HOI
MMITYJIbCHOJ Tepanuu 5-jeTHSIS 0011asi BbDKMBAeMOCTb COCTaBuMja
85%, a 5-ymeTHss Oe3peunauBHAST BbIKMBAEeMOCTb - 95%. IlamyeHT
IO/DKeH YeTKO BBIIOJHSATh BCe IMPEeAIMCaHMUsI Bpaua OTHOCUTEIBHO
BpeMEHM U CPOKOB BBINOJHEHMS OUArHOCTUMUYECKUX MPOIEeayp, a
TaKke KypcoB xumuorepanuy. OOsi3aTeIbHO ITO/KEH COOOLINUTbH O
HeKeJlaTeIbHbIX SIBJ€HMSIX, €eCIM TaKOBble MMEKIOTCSI, BO BpeMs
TIPOXOXKIEHMST JIeUEHMSI.



IIpunoskenue I'.



