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CIIMCoOK CoKpalleHun

IOBKJI - nuddysHas B-kpymnHokiaeTouHas JuMdpoma
KT - koMmnibioTepHasi Tomorpadust

MPT - MarHUTHO-pe30HaHCHasi ToMorpadus

V3U - ynbTpasBYKOBOE UCCIeLOBaHME

JIT — nyuyeBas Tepanus

BIXT ¢ ayToTI'CK — BbICOKOZO3HAs XMMMUOTEpANus C MOCaeayIoen
TpacIUIaHTAlLMeN  ayTOJOTMYHBIX TeMOIIOSTUYECKUX  CTBOJIOBBIX
KJIETOK.

[IMBKJI - mepBuMyHasi wmefgMacTUHaJAbHasl B-KpynmHOK/IETOUYHAs
aumdboma

ILIHC — neHTpanbHasi HepBHAs CUCTeMa
[19T — Mo3UTPOHHO-IMMCCUOHHAsI TOMOTpadust

NOT - uMMyHODEHOTUIIMPOBAHMSI



TepMMUHBI U onIpeae/IeHUs

IlepBuuHass MeauacTMHa/JbHasi B-KpymHoKIeTouHasi auMdoma
(IIMBKJI) OTHOCUTCSI K TIEPBUYHBIM 3KCTPAHOLAIbHBIM OIYXOJISIM U
MIPOUCXOIUT U3 B-K/I€TOK MO3rOBOTO CJIOST BUJIOUKOBO JKeje3bl.

OuddysHas B-kpynHokiaerouHass aumdoma (IBKJI) sasnsercs
reTeporeHHON Trpymnnoi Jum@aTuieckux OMyXojeil ¢ pasaUudHbIMU
KIMHUYECKUMMMU, MOPQPONIOTMUECKMMY, MMMYHO(PEHOTUIUUYECKUMMU,
LIUTOTEHETUYECKMMM MPOSIBJIEHMSIMU U C pasHbIM OTBETOM Ha
Teparnuio. CyOCTpaTOM OITYXOJu SIBJISIIOTCS KpyIlHble B-numdbonmgHbie
KJIETKM C BbIpaXX€HHBIM aTUMNM3MOM U ITOAUMOPEPU3MOM, C pa3MepoM
sgapa B ABa M Oojiee pa3 IMpeBbIIIAIOIIMM pasMep sapa Majoro
aumdonura. OrmyxoneBble KJIeTKM B  OOJbIIMHCTBE C/IyyaeB
pacnosnaraioTrcs udp@y3Ho, HO MOTYT ObITh U Pa30pPOCAHHBIMM Cpeau
3penbix B-numdboinuToB, nHoraa Ha ¢poHe T-KIeTOUHOrO OKPYKeHMs,
unu popmMupoBaTh ouaroBbie CKorieHus [1-3].

HopmanpHass  JIBKIJI — 3aboieBaHMe C TIepBUYHBIM "u
MpeyMYyIleCTBEHHBIM ITopakeHMeM JIMM@Oy3/I0B

OkcrpaHoganbHags JBKJI - 3aboneBaHme ¢ IIepBUYHBIM
TopaskeHuem J0060ro opraia, Kpome auMdoy3jaoB



1. KpaTrkasa mHopmMmanus

1.1 Onpenenenue

IBKJI siBasieTCsl reTepOreHHOM TPyMIioin JuMdaTUdeckmux OIyxoseit ¢
pas3IMUHBIMU KJIMHUYECKUMU, MopdoIorMuecKuMu,
MMMYHO(DEHOTUITNYECKMMU, IUTOT€HETUUECKMMM TTPOSIBJIEHUSIMU U C
pasHbIM OTBeTOM Ha Tepanuiw. CyOCTpaTOM OIyXOJU SIBJSIOTCS
KpyIiHble B-nuMdbougHble KIETKM C BbIpakeHHbIM aTUIIM3MOM U
nonuMopdusMoM, C pasmMepoM siapa B JOBa U Oomee pas
MpeBbIIIAIOIIMM pa3Mep siapa Maioro JJuMdouuta. OmyxoneBbie
KJIETKY B OOJIBIIMHCTBE C/lydyaeB pacronaraioTcs nuddysHo, HO MOTYT
ObITb M pa3sbpoCcaHHbIMM Cpefyu 3pebix B-numdbouuToB, MHOTAA Ha
dbone T-KIeTOYHOrO OKpykeHMsI, wWin GOPMUPOBATh OUYaroBbie
CKOTLJIEHUS.

1.2 OTHosmorus U rmaToreHes.

B-KkjieTKM 06pa3yroTcsl B KOCTHOM MO3Te, TAe MTPOUCXOAUT TepBUUHas
repecTpoiika reHOB, KOAUPYIOUMX CUHTE3 MUMMYHOIJIOOY/IMHOB. ['eHbI
BapuabenbHOTO permoHa Jierkux 1eneir (K winm A) cobpaHbl C
nomolnbio coeguustonmux (J — joing), a reHbl BapuabeabHOTO permoHa
TSIKEeJIBbIX 11eTleit - ¢ ToMollbio coeanHsOmMMX (J) u pasHoobpas3HbIx (D
— diversity) cermeHTOB.

K/eTku C «yCIenrHoi IiepecTpoiikoil» TeHOB MMMYHOIJIOOYIMHOB
(HauBHbIE B-KjeTKM), MOKUAAIT K/M U TMOIMAaAalT BO BTOPUYHbBIE
nuMdbouaHble OpraHbl - J/y, MMHOAJIMHBI, CeJIe3€HKY, IeiiepOBbI
onsgmku. B Hux B-KkimeTku, moaBepraiouiyecss AeiCTBUIO aHTUTeHa,
00pa3yioT GOoTUKY/IbI BMecTe € (OTUKYASIPHBIMU TeHIPUTHBIMU
kietkamu ¥ T-wietkamu. B  pesyabraTe 3TOro Iporecca
dbopMUPYIOTCS 3apojbIilieBbie LeHTPbl BO BTOPMUUHBIX JUMGOUIHBIX
donnukynax. B 3apombillieBOM I1IleHTpe BTOPUYHBIX (DOJIIMUKYJIOB
HauBHble B-kjeTku, He uMewUMe aAeKBAaTHOTO AaHTUreHA U He
CITOCOOHBIE TTPOM3BECTM (PYHKIMOHAIbHOE aHTUTENO, MOJIBEPraloTCs
afnomnro3sy, T.e. morum6amoT. Ho B B-kjieTkax ¢ amgeKBaTHBIMU
aHTUTeHaMM U CIIOCOOHBIMM TTpOoM3BeCTU QYHKIMOHATbHOE aHTUTENIO
B 3apOAbIIIeBOM IIeHTpe TMPOUCXOOUT TIepeK/IueHne Kiacca
ummyHornooynuua (IgM, IgD na IgG, IgA wmmm IgE), a Takxke



comaTuyeckasi rumnepmyTanus (3aMeHa OJHOTO HYK/IeoTuaa B
rurepBapuabeabHbIX pernoHax MMMYHOITIOOY/IMHOB), MOcC/ie yero B-
KIeTKM  TOKUIAIT  (QOJIMKY/JA,  CTAaHOBSICb  OKOHYATENbHO
nuddepeHIMPOBAHHBIMM  IJIAa3MaTUUECKUMM  KJIETKaMM  WIN
OONTOXMBYIIMMM B-kimeTkamy mnamstu. CiaydaiiHble HeygauM B
yIOpaBjJeHuM ISTUMM IIpolleccaMy M WUrpalT pellalonlyl0 poib B
pa3BuTUU B-K1eTouHbIX oryxoseit, B ToM umcie [IBKJI.

[TaToreHes JIBKJI miaoxo u3ydeH. PasHoobOpasue KJIMHUUECKUX WU
Mopdonornueckux nposisaennii IBKJI, umMmyHodeHOTHUIIa TO3BOJISIET
npennonoxkutb, 4to ABKJI sBiseTcss He eOuMHOM HO30J0TUYeCKONn
dopmoii, a rpynroit 1uMdbaTUIeCKMUX OMyXoJieit, UMeIoUnX OJU3KUIA,
HO HEOIMHAKOBbI I1aTOTeHe3.

OTO OKA3bIBAIOT ¥ MOJIEKYISIPHO-LIUTOTeHEeTUUEeCKMe MUCCIeI0BaHMsI
MOCJ/IeIHMX JIET, IT03BOJIMBIIINE BbIIEJIUTh HECKOJIbKO BapuaHTOB JIBKJI
B 3aBMCUMOCTU OT YpOBHSI AUMdepeHIMPOBKY OITyXOJeBbIX K/IETOK,
TUIIOB HApYIIEHMS KJI€TOUYHbBIX ITPOLIECCOB, XPOMOCOMHBIX aHOMaJINU
[4].

B martoreHese /IBKJI, BepOosITHO, MMEKT 3HAUeHUSI MHOTME TeHBHI,
perynaupyloiye CoObITHSI B 3apOAbIIIEBbIX IeHTpaX, HO M3y4eHHbIM
MeXaHM3MOM SIBJISIeTCSI IlepecTpoiika reHa Bcl-6, KoTopast BbI3BaHa
HEIpaBUJIbHBIM II€peKIoueHeM Kjacca MMMYHOITIOOYJIMHOB B-
KJIETOK B 3apojbliieBOM 1ieHTpe. ['eH Bcl-6 pacIioyioskeH B JIOKyce 3q27
U SKCIPEeCCUPYeTCs MUCKIIUUTENIbHO B-KieTkaMyu 3aponblllieBOro
LIeHTpa.

B dusnomormueckux ycaoBusIX TeH Bcl-6  cBsI3bIBaeTcs C
onpeneJeHHbIMU peryanpymoiuumm mnociegoBateiabHoCcTIMMU  [IHK,
B/IMSIeT Ha TPAHCKPUIILIMIO OPYIUMX T[E€HOB, Yy4YaCTBYKOLWIUX B B-
KJIeTOUHO) aKTUMBallMM U TepMMHa/NbHOM IuddepeHIIpOBKe
auMmdounuToB. Ilpu mepectpoiike Jiokyca 3q27 ITPOUCXOAUT OJIOK
manpHenmenn auddepeHIMPOBKM B-KJIeTOK B  IuIa3mMaTUdecKue
KJIETKM, YTO IIPUBOIUT K O€CKOHTPOJIBHOI Iponubepannu B-kieTok
3apOIbIIIEeBOro IeHTpa.

1.3 OuaeMunoJ0rus.

Ouddysnaa B-kpymHokIeTouHasi aMmM@omMa OTHOCUTCS K Hauboee
pacIpoCTpaHeHHbIM BapMaHTaM nuMdornponnudepaTUBHbBIX
3a6oieBaHMii B3powIbiX (30-50% oT Bcex HEXOMKKMHCKMUX JuMboMm). B
Bo3pacTe A0 18 JieT yacToTa 3TOro BapMaHTa arpeccMBHON B-



KJIETOYHOI OIlyXonu He mpeBbiliaeT 8-10%. 3aboneBaemocTtb IBKII
coctaBisgeT B cpemHeM 4-5 Ha 100 000 HaceneHust B rop. Puck
Pa3sBUTUS OITyXOJIM YBEJIMUMBAETCS C BO3PACTOM U 3HAYMUTEIbHO BbIIIIE
y JIIofel ¢ CepoIo3UTUBHOCTBIO Ha BUPYC renatuta C, Ipy HAIUUUU
BUpyca MMMyHomeduuura dvenoBeka (BUY), mpu ayTOMMMYHHBIX
3a6o0meBaHMIX. MyKUMHbI U KeHIMHbI  OoneioT JIBKJI c
TIpUOIM3UTETBHO PaBHOI YacTOTO [2].

1.4 KopupoBanue o MKb 10 :

C83.3 Jlumpoma kpynHokaeTouHas (Auddys3Has) - peTUKyI0capkoMa

1.5 Knaccuduxraums.

e [lepBuuHasg menuactuHaiabHas IBKJI

e Ilepsuunas JIBKJI LIHC

e Bayrpucocyaucras JIBKJI

e JIumdomaTOnAHbIN IpaHy/ieMaTO3

e [lepsuunas IBKJI cepo3HbIX monocTen

e [lepBuuHas KoxxHast [IBKJI, TUTI «<HM>KHUX KOHEUHOCTEe»
e JIBKJI, accouiMmpoBaHHas C XpOHMYECKMM BOCITIaJIeHUEM
e EBV nosutusHasg IIBKJI, (NOS)

e JIBKJI ¢ T-K1eTOUHBIM IpeobiagaHuem

e + EBV no3utuBHag A3Ba CJIM3UCTOMN U KOXKU

e AJIK nmo3utuBHas JIBKJI

e [Inasma6bmactHas JIBKJI

e HHVS8 nosutusHasa JIBKJI, NOS

e KpymnHokaetouHas aumdoma ¢ IRF4 peappaHkupoBKOii

e B-knetouHast jumdoma, Heknaccubuuupyemasi, ¢ IpU3HaAKaMU
JBKJI n knaccuueckoit auM@oMbl XOIKKIMHA



1.6 KnuHuyeckue nNpusHaku

Pa3HooOpa3Hbl, HecmenuUUHbBI U OIPENEJSIOTCS IePBUUYHONM
JIOKanu3alyeit, CKOpPOCTbIO  pOCTa, PacHpoOCTPaHEHHOCTHIO
OITyXOJI/, @ TaK}Ke HaJIMu/eM CMMITTOMOB MHTOKCUKAIIUNA.



2. IuarHocTuka

2.1 JKanmoOsl 1 aHaAaMHe3

e PekomeHpayeTcss mpu cbope >kajob M aHamHe3a 3abojeBaHMUS
BBISICHSITD Clieayloiee:[2, 5]

1. korma BII€pBbI€ ITOABUJIMCD T€ MJIN MHbIE IIPMU3HaAKU 38.60]IeBaHI/IFI;

2. UMEeIOTCS M B-cuMIITOMBI (MMOTAMBOCTb, CHMKEHME MacChl TeJa,
nuxopanka 38.0 C u Bollle);

3. Kakoe

o PekomeHayeTCA BBITTIOJTHUTD BCE PYTUHHBbIE
obuieTepaneBTMUYECKMEe aHAIU3bI: KIMHUYECKUIT aHa/Iu3 KPOBU C
omnpene/iieHMeM TeMOIJIOOMHA, 3PUTPOLIUTOB, TPOMOOLIUTOB,
JIeKOIIUTOB, TOJCUETOM JIeKOLUMTApHOI  GopMyabl U
KOJIMYeCTBa PETUKYIOLMTOB; OMOXMMMUUECKMUIT aHA/IU3 KPOBH,
o0IIMii aHaaAM3 MOYM, KOaryJorpammy, sjaeKkTpodape3 O6eKkoB
CBIBOPDOTKM  KpOBM, OIIpelie/ieHe MapKepoB  BUPYCHBIX
renatutoB B u C u BUY, npsimas npoba Kym6ca[6,7,8].

VYpoBeHb yOemuUTEIBHOCTM perkoMeHmanuii [ (ypoBeHb
JOCTOBEPHOCTHU JOKa3aTe/lbCTB —A)

KoMMmeHTapuii: OuoxuMuueckuli aHaiu3 Kpoeu eKjawuaem
obs3amenvHoe onpedeneHue caedywwux napamempos - JIIT,
mouesast Kucioma, MmouesuHda, KpeamuHuH, oOwuti 0enok,
anbOymuH, oOunupyour, ACT, AJIT, wenounas ocgpamasa,
anekmponumol, Kanvyuti. IIpsmoii npobst Kymbca evinonHsiemcs
npu HAIUYUU KAUHUYECKUX Uau JabopamopHulX NpPu3Haxkos
2emonusa

o PekomeHpyeTcsi  00si3aTesibHOe  BBITIOJIHEHME  OUOIICUU
mumdoysia wiaM odara TOpakeHUss C MOPGdOIOTUUYECKUM
(LU TONOTUYECKUM " TUCTOJIOTUYECKUM) "
MMMYHOTUCTOXUMUYECKUM UCCIeoBaHmeM.[9-11].

VYpoBeHb YOeOUTEIBLHOCTM perkoMeHmauuit [ (ypoBeHb
JOCTOBEPHOCTHU JOKa3aTe/lbCTB —A)



KommenTtapumn: duazHo3 /[IBKJ/I ycmaHasnusawom moJbKO Ha
OCHO8aHuu  Mopgono2uueckozo  ucciedogaHus  bGuonmama.
Mopdgonozuueckoe uccaedosavue npogooumcsi ¢  NOMOUbIO
2UCMOJ102UHECK020 U UMMYHO2UCMOXUMUUYECK020 Memodos. B uacmu
cryuaes Heobxo0umMo nposedeHue Yyumoao2uueckozo, MoaeKyaspHo-
Ouosi02uteckux u 2eHemuueckux mecmos. OOHO UUMO02UUECKOE
uccnedosaHue NYHKmMamoa unu MA3K08-0mneuamxos
JuM@pamuueckux y3108 uiu opyzux onyxoJjesblx 04azo8 He s187151emcs
00CmamouHsiM O0CHO8AHUEM 071 HO30J102UuecKoli eepuukayuu
JUM@POM. B uckaouumenvHuix Cayuyasx (0Kanuayusi onyxoau 8
MpyoOHOO0CMYyNHbIX aHamomuueckux 30HAXx) 00BeKMoM
uccnedo8aHust Moxem Obimb MKaAHe8ol mamepuai, NOayYeHHbIl C
NOMOUWbIO «NUCMOJIEMHOL»(« KOp»-) OUONCUuU.

PexomeHnpayeTcst I'YCTOJIOTUYECKOe yicciefoBaHme
TpernaHobuonTara KOCTHOro mosra.[12-19] .

VpoBeHb YOeOUTENIBHOCTM peKkoMmeHzamuit [ (ypoBeHBb
JOCTOBEPHOCTH J0Ka3aTe/bCTB —A)

KommeHnTapumu: Mopgonozuueckoe ucciedosadue nyHKkmama
KOCMHO020 MO032a (CMepHAIbH020 unu 0p.) He 3aMeHsiem
2ucmosiozuueckoe uccaedogarue mpenaHoobuonmama.

PekomeHayeTcs1 IIpy HaauuuM JUM@OLMTO3a BBIOJIHEHNE
umMmyHodeHotunupoBanusi (MPT) wmeTomoM  IPOTOUHOM
LIUTOMETPUN.

KommeHTapum: esinonHedue HUOT o06s3amenvHO hpu Haauduu
aumegoyumosa 8 obulem aHanuze Kposu (He3asucumo om uucia
Jletikoyumos), uiu 8 muenozpamme, a maxie npu npeodiadaduu
JUM@DPOUOHBIX KIEMOK, AMUNUUHBIX JUM@POUUMO8 UIU KAEMOK C
oa1acmuoti Mmopgponozueti 8 nae8panvbHoll, acyumuueckoti unu opyzux
ouos02uteckux xuokocmsx. BoeinonneHue UDT no3sonsiem 6bicmpo
nposecmu ouggepeHyuanrvHyrw OuazHOCMuKy Onyxoiegozo U
peakmueHozo Jaumpoyumosa, umo 6axcHo O onpeodejeHus
danvHetiweli makmuxku obcnedosaruss nauueHma. Mamepuaniom
ons HUDOT mozym caymume KJiemKu Kpoeu, KOCMH020 Mo32d,
8bINOMHBIX HUJKOCMELl, UK8OPA, 20MO2eHU3UPOBAHHbIE 00pA3Ubl
mkaweli (cene3emka, aumpamuueckue y3nvl u m.d.), KiemouHas
CyCheH3usl, NOoJyYeHHAas Nnpu AacnUPAuUOHHOL MOHKOU20bHOTI
NYHKYUU JUMDAmuieckux y308.



o PEKOMEH,I[YQTCH BBITIOJTHUTD )'IIOM6a)'IbHYIO ITYHKIOMIO C

TOC/IeAYIOIIUM OMOXVMUYECKUM aQHa/IN30M u
MUKPOCKOIIMYECKUM UCCIeLOBaAHMEM JIMKBOPHOM XUIKOCTU.[20-
27].

VYpoBeHb yOeOUTEIBHOCTM perkoMeHmanuit [ (ypoBeHb
JOCTOBEPHOCTHU JOKa3aTe/lbCTB —A)

KoMMmeHTapum: eciu Hem Heliposelikemuu, mo 8 nocnedyiouiem
JIOMOANLHYI0 NYHKUYUIO HE N0BMOPSIIOM.

PekoMmeHayeTca TIIpy penuauBe WIM TIPOTPecCUPOBAHUU
3a60ieBaHMs 00sI13aTeIbHOE BbIMIOJIHEHME TIOBTOPHO OMOIICUM U
Mop¢0IOrMYeCcKOro MCC/IeTOBaHMS MTOpaykeHHbIX
miMmdaTuyeckux — y3J0B MM OYaroB,  PacCIIOJOKEeHHBIX
9KCTPaHOIANbHO. [28-29].

VpoBeHb YyOegUTENIBHOCTM peKkoMeHzammuit [ (ypoBeHb
JOCTOBEPHOCTU J0Ka3aTe/lbCTB — A)

KoMMmeHTapum: nosmopHas Ouoncuss no3eoaum ymouHume
Mopgonozuueckuii sapuaHm peyudusa/npozpeccuu, UCKIOUUMb
Heonyxojiegoe nopaxceHue (Hanpumep, mybepkyne3, 2pubkosas
uHeasusl, emopas onyxoJiv). I[loemopHas 6uoncus makice NOKA3aHa,
8 psde cayuaes, npu Haau4uu pe3udyaibHulX 04az08 O
noomeepiodeHus uau UCKIIOUEHUs peMUCCUL.

PekomeHayeTcss TOBTOpPHAsl acmupalus U TpenaHOOMOIICKS
KOCTHOI'O MO3ra [Jjis IUIAHOBOV OLIeHKM Ppe3y/IbTaTOB JIeYeHUs
(IIpM UCXOOHOM ITOpaKeHMY KOCTHOI'O MO3Ta) ¥ IIPU MOSIBJICHUN
K/IMHUYECKV HeMOTVBVYPOBAHHbBIX LIUTOIIEHUN U INXOPALKU (BHE
3aBUCUMOCTY OT HaJIU4YMS UCXOLHOTO MopaskeHns).[28-31].

VYpoBeHb yOeaUTEIBHOCTM perkoMeHmauuit [ (ypoBeHb
JOCTOBEPHOCTU JO0Ka3aTeJlbCTB —A)

KomMmeHTapmum: acnupam KOCMHO20 Mo032a Moxem 0Oblmb
uHopmamueeH 0/ OUEHKU pezeHepayuu u OUCNAACMUYECKUX
usmeHeHuti muenonosdza. Y oOonvHeix [IBKJI ¢ nopaxeHuem
KOCMHO020 MO032a yumosiozuueckoe uccnedosavue nyHkmama ons
OUEHKU U3MeHeHUuli o00sema onyxoneeoii uHpuibmpayuu He
UH(popMmamusHo.

PekomeHayeTcst  BBLINIOMHUTH (Y  SKEHIIMH  [OEeTOPOLHOIO
BO3pacTa) TeCT Ha 6epeMeHHOCTb [32-34].



VYpoBeHb YOeOAUTEIBLHOCTM peroMeHmauuit [ (ypoBeHb
JOCTOBEPHOCTU JOKAa3aTeJbCTB — A)

2.4 "HCTpyMEeHTaJIbHas AUMarHoCTUKa

o PekomeHayeTrcs: BbINMOMHUTL KT TromoBHOro wMosra, Iiewu,
TPYIHOM KJIETKM, OPraHoOB OPIONIHOI ITOJIOCTM M MaJIOro Tasa,
peHTreHOrpaduio OpraHoB TPYAHONM KIETKU B JIBYX MPOEKIUSIX
(mpu HeBO3MOXXHOCTU BbinonaHeHUs1 KT), V3U nepudepmudeckux
mumdaTniyeckux, BHYTPUOPIOIIHBIX M 3a0pPIOMIMHHBIX Y3JIOB,
OpPraHoB OpIONIHOJM IIOJIOCTM ¥ MaJioro Tasa (eIt Her
BO3MOXHOCTU BbITOMTHUTD KT ykazaHHbIX obsacteit), DKI' u 9xo-
KI, sHOOCKONMUYECKOro MCCaeqoBaHUS JKelMyaKa U KUILIeYHMKa
MpyY HaIMuMM y OOJTBHOTO 3Kajob, YKa3bIBAWOIIMX Ha UX
nopaskeHnue[35-38].

VYpoBeHb yOemuUTEIBHOCTM peKkoMeHmanuii [ (ypoBeHb
JOCTOBEPHOCTHU JOKA3aTe/lbCTB —A)

KommenTapwuii: Y3U moxem ucnonv3osamuvcsi 018 KOHMpPOs 3a
JleueHueM, HO He s6/semcs cmaHoapmom npu YCmamosaeHuu
cmaduu 3ab6o01e8aHusl U npu oueHke IhpekmusHocmu eueHus

2.5 JTOIIOJIHUTEIbHBIE JccJeJOBaHuUs,
KOHCYJIbTAlIlUM CIEIUAIVICTOB

[Tpy HaMMUMM ITOKAa3aHMII MOTYT BBITIOJIHSITHCS TOIIOJIHUTEIbHbIE
MeTOZbl MCCIeOBAHMUA:

o PexkomeHayeTcs JKeHIIMHAM IeTOPOSHOIO BO3pacTa
KOHCYJIbTaL /sl TMHEKOoJIora.[33-34].

VYpoBeHb yOemuUTEIBHOCTM perkoMeHmanuit [ (ypoBeHb
JOCTOBEPHOCTHU 0KA3aTe/lAbCTB — A)

o PeKOMeHIyeTCs BbIIIOJIHEHMe CUMHTUTpadum KOCTei CKeJeTa,
KT mnu MPT ronosHoro mosra, [19T.[39-40].

VYpoBeHb yOeOUTEIBHOCTM perkoMeHmanuit [ (ypoBeHb
JOCTOBEPHOCTHU JOKa3aTe/lbCTB —A)



KommeHTapum: cuyunmuzpagus kocmeti - npu HeobXooumocmu
ucknwueHus nopaxceruss kocmet, KT/MPT 20106H020 M032a — npu
HeobX00uMoCmu UCKIHUEHUSI NOPAXCEHUS. UEHMPAIbHOL HepeHOli
cucmemol, II2T- npu HeEBO3MOMHOCMU ONnpedesieHUsl 04azos
nopaxceHus UHbIM Memooom

o PeKOMeHAyeTCSI KOHCY/IbTAllMsS CMEXHBIX CIIEHUaJINCTOB IIpU
MoKa3aHMUsIX (UCKIUYeHMe Tybepkyrnesa, okasanue JIOP-
rnocoous u T.1.)[35-36].

VpoBeHb YOegUTENIBHOCTM peKkoMeHzamuit [ (ypoBeHBb
JOCTOBEPHOCTH J0Ka3aTe/IbCTB —A)

CragupoBanue JIBKJI ocyiiiecTBisieTcst 1Mo Kaaccudukamnmuy Ann-
Arbor (Tab6a. N2 1).

Crapun Kputepumn

I MopakeHne oaHONM rpynnbl AMMdaTUYECKMX Y3108
IE OyvaroBoe nopa)xeHuWe 04HOro CerMeHTa Uan 061acTy HenMM@aTMYecKoro opraHa
11 MopakeHne 6onee ogHOW rpynnbl AMM@OY3/10B, PACNOSIOXKEHHbIX MO O4HY CTOPOH

oT Anadparmbl

I1E OuaroBoe nopaxeHune OAHOro cerMeHTa uam obnactm HenuMdaTM4YecKoro oprar
C €ero pernoHapHbIMM NuMdaTUYECKMMU Yy3n1aMu, C BOBJIEYEHUEM WU 6¢
BOBJIEYEHNSA APYrnX SNMEPOY3N0B, pPaCNONOXEHHbIX MO OAHY CTOPOHY ¢
anadparmsl

I1S MopaxeHune 6onee ogHOM rpynnbl AMMAOY3N10B, PACMOSIOXKEHHbIX MO OAHY CTOPO
OT AnadparMbl, B COYETAHUUN C MOPAXEHNEM CENE3EHKMU

111 MopaxeHue rpynn AMMdOoy310B, PacrosioXeHHbIX MO 06e CTOPOHbI OT Anadparmt

ITIE MopaxeHune rpynn nnMmdoy3noB, pacrnosioXeHHbIX No 06e CTOpPOHbI OT Anadparmt
B COYETaAHMM C NOKaNbHbIM NOpaXeHMeM HennmdaTU4YecKoro opraHa

I1IS MopaxeHwne rpynn nMMdoy3s10B, PacnosioXeHHbIX No 06e CTOPOHbI OT Anadparmt
B COYETAHMM C MOPAXEHNEM CeIe3EeHKMN

v OnddysHoe wnn  AUCCEMMHMPOBAHHOE  MOPaXKeHWe OA4HOro  wauM  6ore
HenuMdaTMYeCcKoro opraHa WM TKaHW C MopaXeHueM unm 6e3 nopaxeHy
permoHapHbIX W OTAaneHHbIX nMMbOY3noB B0 M30IUMPOBAHHOE MOPaXeH)
HenuMdaTMYecKkoro opraHa C BOBJIEYEHMEM B MNaTOJIOTMUECKUIA  MnpoLe
OoTAaNeHHbIX NMMdoy3noB

B dopmynupoBke namarHosa [JO/KHO OBbITh YKa3aHO: YTO
TOpakeHo,  cocTossHuMe  6ombHOro mo  mkaide  ECOG,
MexxnyHaponHblii  TnporHoctudyeckuit  uHpekc (IPI), cragus
3abo0eBaHMsI.



3. Jleuenue

3.1 XumuoTepanus rnnepBom JNHUN.

3.1.1JIoxkaabubie I-1II cragum.

e PekoMeHAyeTCS IIPOBECTU 4-6 KypCOB MMMYHOXMMMUOTepannuu R-
CHOP-21]6, 11, 12].

VpoBeHb yOeOUTEIbHOCTM pekoMeHzmanuii [ (ypoBeHb
JOCTOBEPHOCTHU 0KAa3aTe/lAbCTB — A)

3.1.2 PacnpocrpaHenHssie III-1V cragumn

e PekoMeHAYeTCs IIPOBeCTU 6-8 KypCOB MMMYHOXMMMOTepanuu R-
CHOP-21, R-CHOP-14 noskubiM 60/1bHbIM[28-36].

VpoBeHb yOeOUTENBHOCTM pekoMeHpamuii [ (ypoBeHb
JOCTOBEPHOCTHU J0Ka3aTe/lbCTB — A)

KomMmeHTapumu: 60/16HbIM 8 CMApUeckoM 803pacme, C 8blPAMCEHHOL
conymcmeywuleti  namosnozueti  u/uiu  pe3Ko  0C1AONEHHBIM
coMamu4ecKumM Ccmamycom peKkoMeHAyemcsi npumeHeHue MeHee
MOKCUUHBIX — PEWUMO8 UMMYHOXUMUOMepanuu, Hanpumep, R-
miniCHOPJ6, 8, 11, 17, 20, ].

IIpu Haauuuu cepve3Holl KapouanvHoli namosozuu (CHUXeHUe
¢pakyuu evibpoca 1e8020 xcenyoouka Huxe 50%) mozym
LCNOIb308AMBCS pexcUMbl, He codepxcauiue dokcopyouyuH — R-CEPP,
R-CEOPB, R-GCVP u 0p.[41-44].

e Pexomenpayetcs BIXT ¢ ayToTI'CK MmonombiM 60JIbHBIM C BBICOKMM
PUCKOM paHHero IiporpeccupoBanust (IPI>3), mpu oOTCyTCTBUMU
TTOJIHOTO MeTabo/IM4eCcKoro OTBeTa Mocjae MHAYKIMOHHOTO peskuma,
nipu DH [IBKJI.[45-49, 22-23].

VpoBeHb yOeauTeIbHOCTM pekoMeHnmanuiti IV  (ypoBeHb
JOCTOBEPHOCTHU N0Ka3aTelabCTB — C)

e Pexomenpyetcs nposectu 6 KypcoB R-Hyper-CVAD, R-NHL-BFM-
90, R-NHL-BFM-95 nogpocTkam 1 MoJiogbIM 601bHBIM ¢ double-hit
(DH) OBKJI [16, 20, 22, 24]



VpoBeHb YyOeauTeNbHOCTM pekoMeHzmanuii IV  (ypoBeHb
JOCTOBEPHOCTU JOKa3aTelbCTB — C).

3.2 XumuoTepanus BTOPO JIUHUMN.

e PekomeHAayeTCs IIPOBECTM XMMMOTEPANUI0 BTOPON JIMHUU MPU
OTCYTCTBUM YaCTUYHOI PEMUCCUM WU TIPU MOPOTPecCUpoOBaAHUU
OITyXOJIu, a Takke O0MbHBIM C peniuanBamn.[16, 17, 20, 22, 23, 24].

VpoBeHb YyOeguTeNbHOCTM perkoMeHzamuit IV (ypoBeHb
IOCTOBEPHOCTU JOKa3aTejlbCTB — C)

KommeHnTapumu: pexcumost emopoti auHuu: DHAP, ESHAP, ICE, GDP,
GemOx, MINE u dpyzue. Pumykcumab 0onxiceH NPpUMeHsimoCsl C 00bIM
U3 IMUX PEXUMO8 8 MOM Ciyuae, eciu peuudus 0vlL1 OuazHOCMupo8aH
Oonee uem uepe3 6 Mecaues nocie npedulecmeyuezo 88edeHus
npenapama. IToxcunsim 607bHbIM UNU OOBHBIM C KOMOPOUOHOCMBIO,
KOmopule He A8JS1I0Mcsl KaHoudamamu Ha mpaHCnaaHmayuro, mozym
OblMb HA3HAUEHBL ME H(E PEHCUMbl 8MOPOLl TUHUU UIU Opy2Ue CXeMbl:
R-GemOx, R-B, R-CEPP, DA-EPOCH-R, mempoHomHas cxema PEPC.
Takxmuxa neueHus peuudusos JBKJI nocne aymoTICK OdoaxHa
onpeoensimocsi UHOUBUOYAILHO 8 3A8UCUMOCMU OM paHee NOJYyUeHHbIX
NPOMuUBOONYX0JIEBbIX PENUMO8 U 00uUle20 COCMOSIHUSL  00J1bHO020.
IIpednoumumensHviMu, 8 Mom ducie u 0ns 00JIbHbIX, KOMOpble He
aeastomes kaHoudamamu  HA - 8bICOKOOO3HYH — Xumuomepanuw ¢
aymoTI'CK, moxcem Obimb 8KN0UEHUE 8 KIUHUYECKUE UCCTIe008aHUS. Y
MOJ100blX NAYUEHMO08 C XOPOUUM COMAMUUECKUM CMAmycom MOXCHO
paccmampueams 603MOMCHOCMb 8biN0JIHeHUs ano2eHHol TT'CK.

3.3 Xupypruueckoe jeueHue.

Xupypruueckoro jeueHus [IBKJI He cymiectByeT. Tonbko mpu
IIePpBUYHOM TIIOpaKeHUM CeJie3eHKM B oIydae OTCYTCTBUS
OOCTYIIHBIX OJ1 OMONCMM OYaroB TMOpa)keHMs IIoKasaHa
CIUIEHSKTOMMUSA. BO BCex OCTaJbHBLIX COydasX, XUPypruyeckoe
BMeIIaTe/lbCTBO JO/DKHO ObITh OrpaHMuUeHO Oumorcueit odara
IOpakeHus, a TaKkKe B paMKax OKa3aHUs IOMOIIU TIPU KUSHU
YIPOKAKIIMX COCTOSIHUSX.

KOMEHTapMM. OCHOBHbIM  nNoOKasavuem K aMCIZHOCmuquKOlj,
O@HOB[DCMEHHO u J1eyebHoll CNJIEeHIKMOMUU A68J1emcs  Haauuue
2UNO03X02€HHO020, HAKAn/Juedawuwe2o KOHmpacmHoe eewecmaeo npu 8/8




88edeHuUl, 0uaza/ouazos 8 napeHxume cene3eHku. ITpu amom pasmepol
cejle3eHKU UHoz0a mMozym 0blmb HOPMAIbHBIMU, UIU HE3HAUUMENbHO
y8enuUeHHbIMU.

3.4 JlyueBasa Tepanus

3.4.1 Jlokanbubie I-11 cragun

e PexomMmeHpayeTcs C KOHCOMMIOMPYIOLIEN LeJblI0 MOCIe CUCTEMHOM
XUMMOTepanumu B cymmapHoit mo3e 30 I'p; mpy 4aCTMYHOM OTBeTe
Ha IIpoBeleHHOe jieKapcTBeHHoe jieueHne JIT Kak jeueGHasT OMIIusI
B n03e 36-40 I'p; Ipu 3HaUUTE/IbHBIX 00bEMAaX OCTATOUHOI 60Ie3HU
nocie XT mob6aBiieHue joKajabHOro «Oycra» mo 40-45 I'p; B ciayuae
OTCYTCTBUSI BO3MOKHOCTeN BbInoJHeHUs BIXT (moxkuible wuiau
O0JbHbIE C COMYTCTBYIOUIMMM 3a00/IeBaHUSIMM), TIPU OOCTVDKEHUU
CTOIMKOI'0 IIPOTUBOOITYX0jIeBOro 3¢ deKTa C 11e/1bl0 KOHCOMUAAIUN B
nose 40-46 I'p.[6,7,8, 9, 10, 11].

VpoBeHb yOeauTeNbHOCTM pekoMeHzmanuii IV  (ypoBeHb
JOCTOBEPHOCTHU NOKa3aTelbCTB — C)

3.4.2 PacopocrpaHenHsie III-IV cragumn

e PexomeHnpayeTcst Korga rociie saBepiieHus XT perpeccusi Kakoro-
b0  eIMHMYHOIO OCTAaTOYHOrO oOdYara MOXKET I03BOJIUTH
repeBecTy YaCTUUHYI0 PEMMCCUIO B TIOJTHYIO UM CTaOMIM3alINI0 —
B YaCTUYHYIO peMmuccuro.[6,7,8, 9, 10, 11].

YpoBeHb YyOenuTenbHOCTM pekoMeHganuii IV (ypoBeHb
JOCTOBEPHOCTU JOKa3aTeJabCTB — C)

3.5 IlepBuuHasg MeaAMacTUHAJbHas (TUuMMUueckas) B-
KPYIIHOKJIeToYHas aumdoma

e PekomeHpayeTcs B KayecTBe IIepBOTro MeToza
IIPOTUBOOIMYXOJIEBOTO  BO3LEMCTBUSI  MOLYT  MCIIOJb30BaThCS
pasnuyHble pexxumbl uMmyHoxummorepanuu: R-CHOP, MACOP-
B+R, DA-EPOCH-R. IIpu He OOCTM>XeHUM YACTUUHOM PEeMUCCUU U
BBICOKOJ MeTaboIMueckoii aKTMBHOCTM OITyXOJM BBITIOJIHUTD -
BIXT c ayToTI'CK ¢ BO3MOXHOI ITOC/IenyIoliel Ty4eBoi Tepannen
Ha OCTATOYHYIO OmyXxo0ib.[28, 29, 30,31, 32, 33, 34].



VpoBeHb yOeauTEeNbHOCTM pekoMeHzmanuii IV (ypoBeHb
JOCTOBEPHOCTH A0Ka3aTeabCTB — ()

e PekoMeHayeTCsA MpPOBECTU JIYYEBYI0 Tepaluio: IIOC/Ie II0JTHOTO
MeTaboMMUYeCckoro OTBeTa Ha IMpoBedeHHyl0o XT B KadecTBe
KOHcommpauumu B nmo3e 30 I'p Ha 30HBI MCXOOHO ITOPaKEHHBIX
auMdaTuueckux  y3i10B; nOpu  Haauuuu  [I9T-mo3uTuBHOIM
pe3suayaibHOM OITyXOJM Ha 30HbI MICXOAHOTO MopakeHMs B mo3e 30
I'p + «6ycT» Ha ocTaTouHylo omyxosb 6-10 I'p. [6,7,8, 9, 10, 11].

VpoBeHb yOeguTeNbHOCTM pekoMeHzamuii IV (ypoBeHb
IOCTOBEPHOCTU JOKa3aTejlbCTB — C)

KoMmeHTapum: num@doysisl KOpHel J1€2KUX 8KAUAMC 8 006EM
00/1yueHUss MobKO NPU YKA3aHUU HA UX NOpaxceHue, 14eiecoodpasHo
nposederue 3D CRT c pechupamopHviM 2elimuHzoM ONsl CHUMCEHUS
JIE204HOTI U KapouanvbHoll moKCcUuuHoOCmu

3.6 Ilonnep;KkMBa0Iasi Tepanmusi

¢ He pekomeHpnyeTcs



4. PeaOuauranms

CneniuanabHbIX MeTOmOB peabunutauyyu mpu JIBKJI He CylllecTBYIOT.
Peabymranysi IIpy BO3HMKHOBEHUM OCJIOKHEHUI B TeueHMe
3a00/IeBaHMS U JIEUeHMSI ITPOBOAUTCS B PAMKaX COOTBETCTBYIOIIMX
HO3070TUiA. PekoMeHIyeTCsI BeCTM 3I0pOBbIii 00pas >KU3HH,
VUCK/IIOUNTD 130bITOUHYIO VHCOJISILIUIO "u TeIlJIOBbIe

dbusuonpolenypsl.



5. IIpodpuaaxkruka

MertomoB mnpodunaktTuky JIBKJI B HacTosimiee BpeMsi He
CYILIeCTBYET, ITOCKOJbKY HeU3BeCTeH 3TUOJOoTuUYecKuili (gaxktop(sbl),
Beaylye K pasBuUTuIio 3aboneBaHus. JIucriaHcepHoe HabIomeHue
remMaToJIOTOM MJIX OHKOJIOTOM OCYIIeCTBJISIETCS B [IepUO]

e PekoMeHAyeTCSA HAa paHHMX dTallaX Tepanuu BceM OOJIbHBIM C
BbICOKMM  puckom  BoBiieyeHnus IHC u  Briwouaer 4
MHTpPaATeKaJIbHbIX BBeAeHMsT MeToTpekcara (15 mr), nurapabuna (30
MT), JeKcaMeTa30Ha (4 MI) U 2 CUCTEMHBIX BBeJleHUS BbICOKUX [103
MeToTpekcarta (1,5-3 r/m2). [17, 23, 32, 35, 37, 39].

VpoBeHb yOeauTeNbHOCTM pekoMeHzmanuii IV  (ypoBeHb
JOCTOBEPHOCTHU NO0Ka3aTelbCTB — C)

KoMmeHTapum: 00H0 uHmpamexaivHoe 8gederue 8 1-ii 0eHb Kypcos
1-4, memompekcam 8 8blCOKUX 003ax Moxcem Oblmb 88e0eH
8HYMpPUBeHHO Ha 15-ii deHv 1 unu 2-020 Kypco8 u nocnie 3agepuieHus
JleYeHuUsl.



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

6.1 OmmMoOKM 1 He00OOCHOBAHHbIE HA3HAUYEHUS

e He pekoMeHAyeTcS BbINOJHEHME IYHKIMM JuMM@oysaa (odara
TIOpaKeHMsI)

KoMMeHTapum: ouazHo3 Jaum@omsl He Moxcem Obimsb YCMAHOBIEH NO
nyHKkmamy, 6e3 NoJIHOYeHHO020 2UCMOI02UYECK020 U 2UCMOXUMUUYECKO20
uccnedosaHus

e He pekKoMeHAyeTCsI BbIITOJIHEHME CTEPHAIbHO ITYHKIUMA

YpoBeHb yoeauTeIbHOCTH
pekomeHaauui IV (ypoBeHb JOCTOBEPHOCTU JOKa3aTeabCTB — C)

KOMMeHTapI/II/IZ nopax)ceHue KOCMmMHO020 M032d HeE MOoxem ObIMb
aMCIZHOClepO6aHO no nyHkmamy, be3 NOJIHOUEHHO20 2UCmaoJjioeuuecko2o
U 2UCMOXUMUYECKO20 UCC/Ie008aAHUS

e He pekomeHAayeTCsl <«paauKajbHOe» yhaaJeHue TIOopakeHHbIX
OpraHoOB U Kajieuallye orepamnumn

YpoBeHb yoeaUTeIbHOCTH
perkomeHaanuii IV (ypoBeHb 1OCTOBEPHOCTU JOKa3aTelabCTB — ()

6.2 JIumdb oMbl 1 O€epeMEeHHOCTh

¢ PekomeHayeTcsi cO BceMM OOJbHBIMM OETOPOAHOIO BO3pacTa
oboux  IIOJIOB 00CY>XIaTh BOIIPOC 0 BO3MOXXHOCTU
KPMOKOHCEpBAIlMM CIIepPMbl WIM TKAaHM SMYHMKA Ilepen HauvyaJIoM
tepanmuu. C JKeHIMHAMM JTEeTOPOJHOTO BO3pacTa Cjieayer
00CYy>XIaTh BOMPOC O HEOOXOAMMOCTY TOPMOHAJIbHOM 3alliUThl OT
0epeMeHHOCTM, a TaKke O MeTOmaxX BO3MOXXHOV TOpPMOHAIbHOI
3aIIUThl SIUMYHUKOB TIPU IIPOBEIEHMM MHTEHCUBHBIX IIPOTPaMM
neuenus.[28,29, 30, 31].



VYpoBeHb YyOeauUTENIbHOCTM peKkomeHgauuit IV (ypoBeHb
JOCTOBEpPHOCTHU I0Ka3aTelabCTB — C)

KOMMeHTapI/IM: xumuomepanua u O5lell€Hu€ obnacmu masa mozym
npueecmu K H€O5p(1mMMOl:Z cmepujibHocmu nauueHma

¢ He pekomMeHayeTCs IpepbIBaTh 6epeMeHHOCTh

VYpoBeHb yoeauTeIbHOCTH
perkomeHpgauuii IV (ypoBeHb JOCTOBEPHOCTU JOKa3aTeJabCTB — ()

KoMMeHTapumu: 8 ciyude 8bia687eHUs JuM@omsl (KaKk npasuno,
nepeuuHoll MeduacmuHaibHol B-KpynHOKemouHoll) Ha paHHux Cpokax
OepemeHHOCMU, HEOOX00UMO NPOBECMU XUMUOMEPANU C UCKOUEHUEM
Xumuonpenapamos, NPoOHUKAWUX uepe3 NIAUyeHmMapHslli o6apeep u
dogecmu GepemeHHOCMb 00 32-36 Hedenb, a nocie podos NPoOOIHUMb
xumuomepanuu.

6.3 IIpor1os

[TporHo3 3aBUCHUT OT pacIIPOCTPAaHEHHOCTY OMYXOJIM, OT HAIUUMS WU
OTCYTCTBUSI ~ MPM3HAKOB  HeOJAarompusiTHOrO  MPOTHO3a,  OT
XMMMOYYBCTBUTEIBHOCTM OITyXOJM, a Takke OT IIOJHOILEHHON U
CBOEBPEeMEHHOI AMAarHOCTUKM U IPMMEHEHMS aJeKBaTHOI TaKTUKU
neyeHus.



Kpurepumn orieHKM KayecTBa

MeIUIIMTHCKOM IMOMOIIM

Kputepuun kauecrsa

YpoBeHb
ybeantenbHocTHn
pekoMeHaaumn

YpoBeHb
AOCTOBEPHOCTH
AOKa3aTenbCcTB

BbinonHeHa 6uoncus TkaHen nuMmdoy3sna (odara
nopaxeHus) n
Mopdonornyeckoe (unTonormnyeckoe) "
WMMYHOIrMCTOXMMUYECKOE UCCnefoBaHme

BbinonHeH obwmit (KAMHUYECKNIA) aHann3 KpoBu
pa3BepHYTbIN

BbinonHeH 6MOXUMWYECKUIA  aHanu3  KpoBU
(nccnepoBaHue YPOBHS obuwero benka,
anbbyMmnHa, MO4YeBMHA, KpeaTMHWMHA, MO4YeBOU
KWCNOTHI, anaHMHaMuHoTpaHcdepassbl,
acnapTataMmHoTpaHcdepas, obuero n npsiMmoro
6unnpybuna, X0necTepuHa,
nakTaTaermaporeHasbl, WenoyHon docdaTasbl,
Kanbuus, 3N1eKTPONnTbl KPOBU)

BbINOSIHEHbI KOMMbIOTEPHas Tormorpadusa u/mnu
yNbTpa3ByKoBoOE nccnepoBaHue n/mnum
MarHUTHO-pe30HaHCHasa Tomorpadua rpyaHon
NoONOCTM M GPIOLWHON NOSOCTU M Manoro Tasa wu
OOMOJTHUTENbHbBIX 04aroB MOPaXeHus

BbinosHeHa
TOoMOrpadus

MO3NTPOHHO-2MUCCNUOHHAaA

BbiMo/iHEHA TpenaHobuoncus
" Mopdonornyeckoe (rncTonormnyeckoe)
nccnegoBaHMEM MpenapaTta KOCTHOro Mo3ra

BbinonHeHa anekTpokapavorpadus

II

BbimonHeHa koarynorpamMma (OpVMeHTUMPOBOYHOE
uccnefoBaHWe CUCTEMbI reMocTasa)

II
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IIpunoxeuue Al. CocraB padbouerii
I'PYIIIBI

Ko/1/1eKTUB aBTOpPOB

Acnanman Wpaxkauii IlaBaoBuu. [IOKTOp MeEOUIIMHCKMX HayK,
npodeccop, PyKoBOOMUTEeNb OTHeNa sAepHoi auarHoCTuku @OIBY
«HayuHbIil 1eHTp CcepaedyHo-coCcyaucTom xupyprum wum. A.H.
bakymnesa»

BbaiikoB Bagum BasneHTMHOBUMY. [IOKTOp MeOUIIMHCKUX Hayk,
npodeccop Kadenpbl IATOJOrMUYECKOM aHATOMUM, 3aBemyloIIuii
naboparopueit matomopdonorum  HUMM  geTcKoit  OHKOJIOTUM,
reMaToJIOTUMU M TpaHcIuiaHTonoruu um. P.M. T'opbaueBoit ITlepBoro
CII6I'MY um. akaz. W.II. [TaBnoBa, CaHkT-IleTepOypr

BunorpagoBa IOnusa HukomaeBHa. [JOKTOp MeOUIMHCKUX HaVK,
Bpay-paauoTepaneBT, BeOYIIMII HAy4HbI/A COTPYOHUK OTHEJIeHUS
JyuyeBOi Tepalnuyu CUCTEMHbBIX 3abojeBaHMii, BO3IVIaB/seT Kadeapy
paguosioTun U Xupyprudyeckux TtexHonoruin ®I'bY «Poccuitcknii
HAyYHbIN LEHTP PAgUOJIOTUN U XUPYPTUUECKUX TEeXHOJOorui» M3 PO,
CaHkT-IleTepOypr

Hemuna Enena AHapeeBHa. [IOKTOp MeOMIIMHCKMX HayK,
npodeccop, Bpau-OHKOTeMaTOJIOT, BeNyIMii HayuHbI/i COTPYIHUK
oTAeNeHUsT XuUmuoTrepanuu remob6macto3oB DIBY  «Poccuiickmi
OHKOJIOTMYeCKU HayyHblii UeHTp uM. H.H. BioxmHa» Mwuu3gpasa
Poccuu, r. Mockaa.

ExaeBa Vpuna BUKTOpOBHA, K.XVM.H., OTHEJ SAePHON JUarHOCTUKNA
OI'bY «HayuHbIMi LIEHTp CepoeyHO-COCYOMUCTOM Xupyprum um. A.H.
bakyneBa»

NnbumH Hukomain BacuiabeBud. [IOKTOp MEOUIIMHCKUX HAaYK,
npodeccop, Bpau-paanoTeparneBT BbICIIe) KaTeropun, pyKoBOOUTENb
paguoreparneBTuyeckoro otrmeneHuss N2 1 @®I'bY "Poccuitckui
HAyYHbIM LEHTP PagUOIOTUN U XUPYPTUUECKUX TexHomoruin" M3 PO,
Caukr-ITeTepOypr

Karyumna TarbsiHa AHaATO/JbEBHA, K.M.H., OTOel SOepHON
nuarHoctuku ®OI'bBY  «HayuHbIil 1LIeHTp CepaeyHO-COCYIUCTOMN
xupypruu um. A.H. bakyneBa»



KoBpurnua Asuia MwuxaiioBHa. [IOKTOp OMOJOTMUYECKMX HayK,
Bpau-mmatromopdosior, 1npodeccop  Kadeapbl  MATOJIOTHUUECKON
aHATOMMHU, LIUTOJIOTUM U MOJIeKYIsIpHOI raTonorun UIIK ®MBA PO,
3aBemyroias [1aTOJIOTOAHATOMUYECKUM oTHeJieHeM OI'bY
«['emaTtonornyeckuit Hay4yHsbiin LeHTp» M3 PO, MockBa

KpaBuenko Ceprein KupmutoBmnu. KaHauaat mMeguIMHCKMUX HAYK,
Bpauy-reMaTosIor, [OLIeHT, 3aBeOyWIIMii HAYYHO-KIMHUUYECKUM
oTHeJIeHeM XUMMOTeparnmmn reMo0/1acTO30B OI'pY
lemaTonormueckuit HayuyHblii 1eHTp M3 P®, accucreHT Kadenpsl
remaTtonoruu u Tpancdysmonoruu 'bOY 10 PMAIIO, r. MockBa

Kpusonanos I0puit AnekcanapoBud. [[oKTOp MeOUIIMHCKUX HAVK,
npodeccop, Bpau-IaTOJIOrOaHATOM, 3aBeIyIOIIMII  OTHOeJIeHUeM
KIMHUYECKOV  MojekyaspHoit  Mopdonoruu  CeBepo-3amagHoro
roCyJapCTBEHHOTO0 MeOMIIMHCKOrOo yHuBepcutera wum. W. N
MeunmnkoBa, CaHKT-IleTepoypr

JleeuimH Huxkonain OpbeBudu. KaHaugaT MeOUIMHCKUX HAYK,
OOLeHT Kadenpbl IMOJUKIMHUUECKON Tepanuu U KIMHUUYECKOI
nabopaTOpPHOI  OMArHOCTUMKM  SIpOCiIaBCKOM  roCymapCTBEHHOM
MeOULIMHCKOM akageMuu, SIpociasiib

Maumonuc AnexkcaHap dayapaoBud. [[OKTOp MeOUIIMHCKUX HAVK,
akagemuk PAEH, Bpau-maTtomopdosor BbICIIeii  KaTeropuu,
3aBenyioluit sabopatopueit ummyHoMmopdonoruu I'BY PoctoBckoii
obnactu «I[laTonoro-aHaromuueckoe 610po», Poctos-Ha-/IoHY.

Mwuxaiinosa Hartanbss BopmucoBHa. [JOKTOp MeOMIIMHCKMX HayK,
Bpau-reMarToyior, PYKOBOOUTE/Ib OThOejla KIMHUYECKOW OHKOJIOIUM
(xummoreparnimun) HHWW peTrckom OHKOJIOTUM, TeMaTOJOTUM U
TpaHcIiaHTonornu um. P.M.T'op6aueBoii, CaHKT-IleTepOypr

MyxoproBa Onbra BasmeHTMHOBHA. [IOKTOp MeOIMIMHCKMX HaVK,
Bpayu-paauiior BBICIIEN KaTeropmmu, CTApliuii HAYYHBIN COTPYIHUK
Otnmena spepHoii auarHocTuku (I[IOT-uieHTp) Ha 6ase HayuHoOro
LIeHTpa cepaeuyHo-cocyaucton xupyprum uM. A.H. bakyneBa, MockBa

OcmanoB EBrenmit  AnekcanapoBmu. IIpodeccop, AOKTOp
MeIULIMHCKMX HayK, Bpau BbICIIel KBaau(UKAIMOHHOI KaTeropumu,
3aBeNyIONIMiA OTHeJeHMeM XUMMOTepanuyu remobiacto3oB PHII
PAMH, Mocksa



Ilognyonas Vipuna BnagumupoBHa. UneH-KoppecrnoHaeHT PAH,
3aCTy>KeHHbI AesiTe/lb 00pa3oBaHus P®, mOKTOp MeAUIIMHCKUX HaAYK,
npodeccop, 3aBenyiomas Kadeopoit OHKOJIOTUM, ITPOPEKTOP IO
y4eOHOI paboTe M MeXIyHapogHOMY coTpygHuuectBy I'BOY II0
«Poccuiickas MeIVIMHCKAs akazemMus MOC/IeAUTITIOMHOTO
obpaszoBanuusi»( PMAIIO) M3 P®, r. MockBa

ITonoBa Mapuna OneroBHa. KaHnugat MegUUMHCKUX HAyK, Bpay-
remarosior MHCTUTyTa OeTCKOV reMaToJIOTMM UM OHKOJOTUMU um. P.M.
T'opb6aueBoit, CaukT-IleTepOypr

Poiitman EBrenmii BuranbeBuu. [[OKTOp OMOIOTMYECKUX HayK,
npodeccop Kadeapbl reMaToJOTUM, OHKOJIOTUM U JIyU4eBOi Tepamnuu
®I'bOY BO PHUMY um. H.M.ITuporosa Munusnpasa Poccuu, r. MockBa

CorHukOB Biaaagymup MmuxaiioBuu. [[OKTOp MeOUIIMHCKUX HAYK,
npodeccop, Bpady-paamMoiOr, Bpauy-OHKOJOT BbICIIEN KaTeropumu,
IJIaBHbBI HAYYHbBIM COTPYOHMK, 3aBeOYIOIIMI JJabopaTopueit JIyuyeBoit
Tepanuy HayYHO-UCC/IeN0BaTe/NbCKOr0 OTAe/la WMHHOBALMOHHBIX
TEeXHOJIOTUM B  paguoTepanMM U  XMMMOJIYYEBOTO  JIeUeHUS
3JI0Ka4eCTBEeHHbBIX HOBOOOpa3oBauuii ®I'bY PHIIPP M3 P®, MockBa

Tpodumona Okcana IlerpoBHa. [IOKTOp MeAUIIMHCKIUX HAyK, Bpau-
paguoJior, BeOyIIMIA HAYYHbI COTPYOHUK PAAMOIOTUUYECKOTO
orgenenust POHII nm. H.H. bioxuua, MockBa

TymsaH TassHe CepreeBHa. [IOKTOp MeOUMUMHCKUX HayK, Bpad-
OHKOJIOT, BeOYILIVIA HAYYHbIA COTPYOHUK OTHEJIEeHUS XUMMOTeparimu
remo6nacto3oB ®I'BY «POHIl um. H.H. Bnoxuua», mpodeccop
Kadenppl  OHKOMOTMM  Poccuitckoii  MeOMIIMHCKON  aKaJeMuu
TOCeIUIIIOMHOTO 0Opa3oBaHust, MOCKBa

IIImakoB PomaH I'eopruesuu. [IoOKTOp MeOAUIIMHCKMX HAYK, [JTaBHbIN
Bpau @I'bY "HayuHblli LEeHTp akyllepCcTBa, TIUHEKOJIOTUU WU
nepuHartonoruu um. akaza. B./. Kyinakosa" M3 P®, r. MockBa

KoH(IMKT MHTEpecoB: aBTOPHI He UMEIOT KOHQIMKTAa MHTEPECOB.



IIpunoxeuue A2. MeTomosiorus
pa3spadOTKMU KIMHUUYECKUX
peKoOMeHaal i

IleneBasi ayauTOpus JAHHBIX KIVHUNYECKUX PEKOMEHIalii:
1. 'emaTonoru

2. OHKOJIOTU

MeTononorusi cﬁopi AJOKa3aTeJIbCTB

MeToapbl, JMCIIOJIb30BaHHbIe JjiE cOopa /  celleKuuu
JO0Ka3aTe/JIbCTB:

[Touck mybnuMKamuii B CHEHUAIM3UPOBAHHBIX MEPUOAMUECKUX
MevYaTHbIX U3AAHUSIX C UMHOAKT-PakTopoMm > 0.3;

ITouck B SJIEKTPOHHBIX 6a3ax JaHHDbIX.

ba3bl [JaHHBIX, WCIOJb30BAHHBIX i cOopa / CeJeKuuu
IOKa3aTeJIbCTB:

JIlokasaTe/nbHOM 06a30¥ OjIs1 peKOMeHAALMit SIBJSIIOTCS MTyOIMKaIum,
Boienie B KoxpaitHOBCKyI0 6ubmmnoTeky, 6a3el maHHbix PUBMED u
MEDLINE. I'ny61Ha moucka cocrasisiia 30 jer.

MeTozbl, CII0JIb30BaHHbIE [JIS1 aHa/IM3a J0Ka3aTe/lIbCTB:
e (0630pbI OITyOAMKOBAHHBIX MeTa-aHA/IN30B;
e CucremaTtndeckue 0630pbl ¢ TAGIMIIAMHU TOKA3aTE/IbCTB.

METO,Z[I:I, HUCII0/Ib30BaHHBbIE AJIs1 KayecTBa nu CIJIbI
JOKa3aTeJIbCTB:

e KOHCeHCyC 3KCIepToB;

e OueHKa 3HAUMMOCTM  [OKA3aTeJIbCTB B  COOTBETCTBUU  C
PeITUHIOBOM CXeMO¥ JoKa3aTenabCTB (Tabm.3,4).

Tabmuie! 3,4

VpOBHI/I U CTeII€eHM JOoKa3aTeJIbHOCTU



YpoBeHb Twn gokasaTesibHOCTU

AoKaszaTeslbHOCTU

I Kak MWHMMYM OAHO KpynHOE PpaHAOMU3MPOBAHHOE KOHTPOSMpyemoe
nccnefoBaHMe BbICOKOro KayecTBa (C HM3KOW BOPOSATHOCTbIO OWMOOK) mnu
MeTa-aHann3 rOMOreHHbIX PaHAOMWU3UPOBAHHbLIX WCCNEeAOBaHWN BbICOKOIO
KayvecTBa

II Heb6onbwue paHAOMU3NPOBAHHbIE nccneaoBaHuns nnm KpYymnHble
paHAOMU3NPOBAHHbIE WCC/eAOBaHUS C BbICOKOW BEPOSTHOCTbIO OLIMOOK.
MeTa-aHanM3 MNoAobOHbLIX WCCNeAoBaHUA WM MeTa-aHanuM3 reTeporeHHbIX
nccnenoBaHuin

II1 MpocneKTUBHbIE KOFOPTHbIE NCCIeA0BaHMS

v PeTpocnekTnBHblE KOropTHble WCCEA0BaHUS WAW UCCNeAOBaHWUsl «Cny4yan-
KOHTPOSb>»

V WccnepoBaHus 6e3 KOHTPONIbHOW rpynnbl, OTAE/bHbIE CllyyYan, MHeHue
3KCNepToB

CreneHb papauuns

A [JocToBepHble AaHHble O BbICOKOW K/IMHMYECKON 3(PhEKTUBHOCTN, HACTOATENbHO
pekoMeHayeTcsl
B JocToBepHble wnuM  ybeauTenbHble  fAaHHble 06  yMEpeHHOW  KJIMHUYECKOW

3(pPEeKTUBHOCTN, peKOMeHAYyeTCs

C HepoctoBepHble AaHHble 06 3 HEKTUBHOCTM, KOTOpasi HE NepeBeLlnBaeT pUCK UK
HeAoCTaTKN nedeHnss (HexenaTeNbHble SIBMEHUs, CTOMMOCTb M T.A4.), MOXeT
NPUMEHSTLCA KakK OANH U3 BapnaHToOB

VHauMKaTOpbl AOOPOKAUECTBEHHOV K/IMHUYECKON IPaKTUKU
(Good Practice Points — GPPs):

JlobpokauecTBeHHasT MpaKTMKa PEKOMEeHIAallMii OCHOBBIBAETCS Ha
KBaMMUKaIUA U KIMHUUECKOM OIBbITE aBTOPCKOT'O KOJIJIEKTUBA.

MeTonoaorusa Baauausauuy peKoMmeHaanun

e BHeIllIHSS 3KCIepTHAs OLIeHKa;

e BHyTpeHHSs 3KCIIepTHas OLl€HKa.

Onmncanye MeTOAVKY BaJIMAU3ALM PEKOMEeH Al ii:

Hactosiiiie peKoMeHAAllMM B TIpeNBapUTENIbHOV Bepcumu ObLIu
pelleH3MpPOBaHbl HE3aBUCUMbBIMM SKCIEPTaMM, KOTOPBIX MOIMPOCUIIN
IMPOKOMMEHTMPOBATh, HACKOJIbKO KaueCTBEHHO MHTEepPIpPEeTUPOBAHBI
IoKa3zaTe/lbCcTBA M pas3paboTaHbl pekomMeHpauuu. Takke ObLIa
MpoBefleHa JKCIIepTHAsl OlleHKa WM3JIOKeHUS peKOMeHZaluit U ux
IOCTYITHOCTY IJIsI TOHMMAaHMS.

PekoMeHaanuyu o0CYKIeHbI ¥ 0J00peHbl BeAYIIMMM CIIELIMaTNCTaAMMU
npodwibHbix @DefepasbHbIX I1eHTPOB P® u MpakTUUeCKUMU
Bpauamu. IIpoeKT KIMHUYECKUX peKOMeHAaluii 6b1 pacCMOTpeH Ha
coBemanusx paboueii rpymibl B 2015-2016 rr., Ha ®opyMe SKCIIEPTOB
110 BOIIPOCaM [OMArHOCTUKM U  JIeUeHMs  3JI0KaueCTBEHHbBIX
numbornponudepaTMBHbIX 3aboneBaHuii «JIumdopym», exeromHoi



Poccuiickoit  KoHpepeHLMM €  MEXKIYHAapOOHBIM  y4acTUeM
«3/10KavyecTBeHHbIe aMM@OMbI», a Takke III KoHrpecca remaToysoron
Poccumn.

OkoHuyaTebHasA pegaknuus:

JIJ1sT OKOHYATe/IbHOJ pemaKIuyM ¥ KOHTPOJISI KauecTBa peKOMeHJallim
ObLIM  IOBTOPHO  IIPOAHAJM3MPOBAHbl  YI€HAMM  aBTOPCKOIO
KO/UIEKTMBA, KOTOpble IPUIUIM K 3aKJIUYEeHMI0, YTO BCe
CYILIeCTBEHHbIE 3aMeYaHMsI M KOMMEHTapUM 3KCIePTOB IIPUHSTHI BO
BHMUMAaHMeE, PUCK CUCTEeMATHUUYeCKMX OMIMOOK Ipu pas3paboTKe cBeaeH
K MMHUMYMY.

Knuuuueckne pexomeHmauuu yrBepxkaeHbl Ha XIII Poccuiickoit
KOHbepeHIIMM C MEXIyHAapOOHbIM yuyacTueM «3J0KaueCcTBeHHbIe
numdombl» B 2016.



IIpunoxeuue A3. CBsI3aHHBIE
OOKYMEHTBI



OnddyzHas B-
KPYTHOKMETO4HAA
numdoma

NokantHas cTagua

6 uwknoe R-CHOP-
21

YP unn Bellwe

Het

[emn/noapocTed

Bnokoesle

WHTEHCUDULUMPOBAHHEIS

NPOTOKOME!
WMMYHOXWMUOTEPANMIA

Cxemsl XT BTOpOA

KoHconuaupyiowas
nr NAHAK

IIpuinoxeuue b. AIropmMTmMbI
BeOeHN MaleHTa

Moxmneie/
COMETHYECHI
OTAIOLUEHHbIE

l

BOXT +ayToTICK

¥
MHauenayansHen nogSop 6-8 Ly 0E R-CHOP-
Peunane/ MMMYHOXMMUOTEDENUKN C 21
pedparTepHoCT: MUHUMANEHOR
TOKCMYHOCTER
v
) J
. Peuwaue/
Cxemel XT eropoi pedpakTepHOCTE
MMHAK
y
BOXT +ayToTICK Cxemsl XT sTopoi
MUHUK

l

BAXT + aymoTICK




ITpunoskenue B. Undopmanmsa niasa
IanyieHTOB

Ouddysnas B-kpymnHokieTouHas JuMdoma -  arpecCMBHOe
nuMmdornponndepaTuBHoe 3abomeBaHye. IIpOorHo3 3aBUCUT OT MHOTUX
dbakToOpoB, B TOM uMCJe OT oObeMa MOpaskeHUs, B CBS3M C YeM
Heo0OX0IMMO ITOJTHOE U BCeCTOPOHHee 00ceoBaHMe.

CBoeBpeMeHHOe U aJleKBaTHOe jieueHue SIBJSeTCsS 3aJ0rom ycrexa.
[TosTOMY IalMeHT AO/IKeH YeTKO BBIIOIHSATD BCe IIpeaIicaHus Bpada
OTHOCUTEJIbHO BPEMEHM M CPOKOB BBIIMOJHEHMSI OMArHOCTUYECKUX
MIPOLeIyp, a TAKXKe KypCoOB XMMMUOTEPaIIUA.

O06s13aTeNIbHO OJOJDKeH COO6H_U/IT]:> O HeXeJlaTeJIbHbIX ABJIEHUAX, eClIU
TaKOBbI€ MMEIOTCA, BO BpeMs ITPOXOKAEeHM JIEUeHM .



IIpunoskenue I.



