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MALT - myko3accoiuupoBaHHasi inmdoma
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TepMI/IHbI N orpene/JieHus

ECOG - omeHka o00mero COCTOSHMSI TallMeHTa II0 IIKaje, pa3paboTaHHO BocTouHOI
00benMHEHHOI OHKoyMornueckoit rpymmoit (Eastern Cooperative Oncology Group) - cm.
npuioxenue I'l.

B-cumnTomsl — HecrenuduumMeckue CUMIITOMBI OITyXOJeBOW WHTOKCUMKaLVM, BKIIOUAIOIIVe
JMXOpanKy Bhimie 38°C He MeHee TpexX IOHeN Moapsn 0e3 IMPU3HAKOB BOCIIAJEHMSI; HOUHbBIE
mpody3HbIe MMOTHI; ToXyHaaHue Ha 10% Macchl Teja 3a MociegHue 6 MecsIieB.



1. KpaTtkas nHGopmanusa 1o 3a0o1eBaHnIO WIN
COCTOSIHMIO (TPYIIIIbI 32a00/I€BaHMIT MJIM COCTOSTHMIA)



1.1 OnpeneneHue 3a00j1eBaHUS UM COCTOTHUS
(rpymnbl 3a00/1eBaHMi MJIV COCTOSTHMIA)

Inddysuas KpymHoKIeTouHass B-kimerouHas ammdoma (IBKJI) sBiaseTcsl TeTeporeHHOI
rpymnmoit  mumdaTMyeckuxX OMyXoleil C pasaMyHbIMM KIMHUYECKUMY, MOPQOIOTUUECKUMMU,
MMMYHO(MEHOTUITMYECKMMMY, IIUTOTEHETUUYECKMMM IIPOSIBIEHMSIMM M C pasHbIM OTBETOM Ha
Tepanuioo. Cyb6CTpaTOM OIyXOMM SIBJSIIOTCS  KPyIHbIe JMMQONUAHbIe B-KJIeTKM, KOTOpPbIe
XapaKTePU3YIOTCS BbIPAKEHHBIM aTUIIM3MOM U MOAMMOPGU3MOM, HAIMUYMEM KPYITHOTO siopa, B
IBa ¥ Oosiee pa3 TMPEBBINIAIIIMM pa3Mep sapa Majaoro JaMM@ouuTa WIM PaBHBIM U
MpeBbIIAIOIMM pasMep siapa Makpodara. OrmyxoneBble KIETKM B OOJbIIMHCTBE CIydyaeB
pacnonaratorcst aubdy3sHO, HO MOTYT ObITh UM Pa3bpOCAHHBIMM CPEAy 3PeJbiX B-mMMOOInTOB,
uHorga Ha QoHe T-KIETOYHOrO OKpYyKeHMs, wiu (GOpMMPOBaTh OdvaroBble ckorwieHus [1]. B
3aBUCUMOCTY OT KIMHUUYECKUX IIPOSBIEHNMS, MOP(OIOTUUECKUX ¥ MOJIEKYISPHBIX ITPU3HAKOB
BBIIESIIOT ~ pasjiMyHble TUIIBI KPYITHOKJIETOUHBIX B-KaeTouHbIX JmuMdomM (cM. pasmen
KIaccu@uranms).

Jiumpoma Beprurra (JIB) — BBICOKO arpeccuBHasi iuM@oma U3 UMMYHOTOTUUECKY 3pesbix B-
KJIETOK C IIPEeMMYLIeCTBEHHO SKCTPaHOLa/IbHO ToKanu3auuersi [2].



1.2 OTuonorus u naTtoreHes 3a00jieBaHUs WIN _
COCTOSIHMSI (TPYIIIBI 3200/I€BaHMUIT MJIV COCTOSTHMIA)

Otuomnorust IBKJI octaercs HescHOi. OITyxXoib dyalle BO3HMKAaeT de Nnovo, HO MOXKET TaKke
TpaHCHOPMUPOBATHCS U3 MeHee arpeccuBHOIT muMdombl (XJIJ/muMdoma 13 MabiX TMMQOLIUTOB,
dbomnmukynspuas mumdoma, mMmMmdoMa M3 KJIeTOK MapriuHaJbHOM 30HBI MM BapMAHT HOTY/ISIPHOTO
MUMGOUTHOro IpeobnagaHus JMMGOMbI XOMKKMHA). 3HAUMMbIM (DaKTOPOM pPMCKA SIBJISIETCS
TAaKKe COIMMYTCTBYIOUIMII MMMYHOAeDUIIUT, y TakuMX TMAIlMEHTOB 3HAUUTENbHO 4alle, YeM B
criopaanyeckux ciayvasx scrpevaercss EBV-nosutusuas JBKIL.

B martorene3ze [IBKJI OCHOBHBIMM 3BE€HBSIMU SIBJSIIOTCSI HapylleHMe KIeTOUYHBIX ITPOILeCCOB
nponudepauny, cospeBanusi u guddepeHuupoBku B - mumdouuTos. [epBbIit 9Tan
nuddepeHIUPOBKY  B-muMbOIUTOB (MepBUYHAS TEPECTPOIiKa TeHOB, KOAUPYIOUIUX CUHTE3
MMMYHOIJIOOYJTMHOB) MPOXOAUT B KOCTHOM MoO3Te. KJIeTKU ¢ «yCIeNrHoi MmepecTpoiikoii» reHOB
MMMYHOIJIOOYJIMHOB (HaugHble B-KIeTKM), MOKUAAI0T KOCTHBI MO3T ¥ TOMAfai0T BO BTOPUYHbIE
JUMQONIHbIE OpPTaHbl — IUMdaTIUecKye y3jibl, MMHIAJIMHbI, CeJIe3eHKY, IeiiepoBbI OISIIKY, Te,
TpaHCc(HOPMIUPOBABIINCH O[T BAUSIHMEM aHTUTEHHOM CTUMYJISIINM, TIPU YIACTUM QOUIMKYISIPHBIX
IEeHIPUTHBIX KiaeTok U T-muMmdounToB o06pasyioT ¢ommkyabl. B 3apopbiiieBoM IjeHTpe
BTOPMYHBIX (OJUIMKYJIOB HaMBHbIE B-KiIeTKu, He MMelol[/ie KOMIUIEMeHTapHOTO aHTUIeHa U He
criocobHbIe TIPOU3BecTV (GYHKIMOHAIbHOE AaHTUTENO, TIOABEPraiTCcsl aroIlTo3Yy. C B-
auMdounTaMu, TOJYYMBIIMMY BO3MOKHOCTb CUMHTE3MPOBATh aHTUTENA IOCIe KOHTAaKTa C
COOTBETCTBYIOLIMMM aHTUIE€HaMM, B 3apOABILIEBOM I[eHTPe IIPOUCXOOUT psifi U3MeHeHeil
(nepextoueHme Kiaacca uMmmyHornooynuHa (IgM, IgD Ha IgG, IgA win IgE), a Takske comaTnyeckast
runepmyTtauusi  (3aMeHa ~ OJHOTO  HYKJIeoTMha B TurepBapuabeqbHbIX  PEruMoHax
MMMYHOIJIOOYJIMHOB), TIOC/IE Yero B-KIeTKu MOKUAAIT (GO/UIMKY, CTAHOBSCh OKOHUATETbHO
nvddepeHIMPOBaHHBIMM  [JIa3MaTUUECKUMM  KJIETKAMU WIM JOJATOXKMBYIIMMU B-KieTkamu
namsitTu. CiayJdaiiHble HeymauM B yIIpaBAe€HUM 3TUMMU MPOLIeCCaMM M UTPAIOT Pellalollylo pojib B
pasBuUTMM B-KIeTOUHBIX oItyxoJeii, B ToM uncie JIBKJI [3-9].

Kak mokasanu MoneKkyasIpHO-TeHeTu4Yeckue uccaeqoBanusi, B mnatoreHede J[IBKKJI wumewT
3HAUeHMe MHOTrMe TeHbI, DEeryJMpyioliye COObITUS B 3apOAbBIINIEBBIX II€HTpPaxX, HO CaMbIM
M3YUeHHbIM MeXaHU3MOM SIBJISIETCSI IepecTpoiika reHa Bcl-6, pacmonoskeHHOTO B JIoKyce 3927 u
9KCIIPeCCUPYEeMOTO MCKITIOUUTENbHO B-KieTkaMyu 3apofbIlieBOTO IeHTpa. B du3monormyeckmux
ycnoBusix reH Bcl-6 cBsi3piBaeTcsi ¢ ompeneneHHbIMM PeryaupyrolMy 0cIef0BaTelbHOCTSIMU
JOHK, BnusieT Ha TPaHCKPUIILMIO OPYTMX TE€HOB, YUYAaCTBYOLIMX B aKTMBALUM ¥ TepMMHAIbHO
muddepenuposke B-mumdbonmToB. IIpu  mepecTpoiike JioKyca 3q27 TMPOUCXOAUT OIOK
nanpHeiimenn guddepeHMPoBKM B-KIeTOK B Iula3MaTMUeckue KIeTKM, YTO TPUBOOUT K
6ecKOHTPOINBbHOI TIponudeparn B-kimeTok 3aponpimesoro mexdtpa [10].

JIB mensiT HA 3 BapMaHTa: SHAEMUUYECKUIA, CIIOpaguUecKuii U UMMYHOIebUIIUT-aCCOIMMUPOBAHHbIN

2.

DHmemuyeckuii BapuaHT JIB yalie BCEro BCTpeUaeTcs B CTpaHAX 3KBATOPUATbHON AQpUKM U
[Tamya-HoBoii T'BMHeM, B KOTOPBIX 3TO 3ab0jeBaHMe COCTaBIsSIeT M0 75% Bcex IOETCKUX
OHKOJIOTMYEeCKMX 3abosieBaHmil. 3abojeBaHyue acCOIMMPOBAHO C TakKMMM WHQEKIMOHHBIMU
areHTamu, Kak Bupyc dDmiureiiHa-bapp (EBV) win mangpuitHbelii miasmonuii. B kiaMHMUYecKo
KapTuHe YacTo HabmomaeTcsl MOpakeHMe JIMILIEBOTO CKejleTa: BepxHeil M HIUKHEl 4YesocTeid,
OpOUTHI, & TAKKE MOUeK, SIMYeK, IMYHMUKOB, CTIOHHBIX, MOJIOYHBIX JKeJie3 U IeHTPaJIbHOV HEPBHO
CUCTEMBI.

Cniopagyyeckuit BapuaHT JIB — TunuuHas JIb o mopgonornuyeckum, MMMYyHO(DEHOTUITNYECKUM U
LIMTOTeHeTMYEeCKMM MpM3HaKaM, BO3HMKAIONIAsT BHE SHAEMUYHOM 30HBI.

MmMyHOmebUIMT-acCOMMpPOBaHHbIii  BapuadnT JIB - JIB, BosHmKawIimass Ha ¢GoHe
UMMYHOIEeDULIUTHBIX COCTOSTHMIT (Y 60/bHbIX BUU-MHbeKIMEl, TToC/Ie TPaHCIUIAHTAIMM OPraHoB,
y OONbHBIX IEepBUYHBIMM UMMyHomeduimramu). Yame Bcero BcTpevaercss y BUU-
MHOQUIMPOBAHHBIX GObHBIX, IPUUEM Ha PAaHHMX 3Tarax pasBUTUS (A0 cHbKeHuss CD4+ KIeTok).
BoneoT MpeuMMyliecTBEHHO MYKUMHBL. YacTbIMM TIPOSIBJIEHUSIMM  32060JI€BaHMS  SIBJISTIOTCSI
nuMdameHonaTs, CIuieHOMeTaJnsl, BOBJeUueHye B OITyX0JIeBbli IMPOoIjecc KOCTHOTO MO3ra.



1.3 dnimaeMuosorusa 3a601eBaHUsI UIU COCTOSIHUS
(rpymmnbl 3a00/1eBaHMT MJIV COCTOSTHMIA)

OuddysHas B-kneTouHast KpylmHOKIeTouHast JjauMmdboma (OBKJI) saBmsteTcs  Hambosee
pacIpoCcTpaHEHHBIM BapMaHTOM JUM@ONpoandepaTUBHbIX 3abomeBanuii B3pocibix (30-40% ot
BCeX HEXOIKKMHCKUX Jumbom). B Bo3pacre mo 18 jer yacrora 3TOr0 BapuaHTa B-KieTOUYHOI
omyxonu He TpeBbimaer 8-10%. 3aboseBaeMOCTbh cocTaBiseT B cpegHem 4-5 na 100 000
HaceJIeHMsI, exxerogHO B mupe auarHocrupyercst 123 000 HoBbix ciyvyaeB IBKJL. Puck pasButus
60/Ie3HM BbIlIE Y JIIOJEli C CEePOTNO3UTUBHOCTbIO Bupyca rermatuta C, MpyM HaJM4MM BUpyca
uMMyHozeduuTa yesioBeka (BUY), ayrToMMMyHHbIX 3a60/1eBaHuii. MenuaHa Bo3pacTa COCTaBIsIeT
npuMepHo 60 JieT, My>KIMHBI U SKeHIIMHbI 60setoT IBKJI moutn ¢ paBHoIi yactoToii [1,11].

JIb 60MeI0T MPenMyIeCTBEHHO MYKunHbL. Y neteii JIB coctaBiseT okono 30-50 % Bcex ammdom.
CooTHOLIeHMe MaJabuMKM : AeBouku — 3—4 : 1, cpegHmii Bo3dpacT — 8§ net. Y B3pocwibix JIb
BCTpeUYaeTcss 3HAUUTENbHO peXe — B 2 % ciaydaeB BcexX JMM@OM. BolerT mpeumyliecTBeHHO
MOJIOZIbI€ MY>KUMHBI, COOTHOIIIEHVE MYKUMHBI : KeHIIMHbI — 3 : 1, cpegHmii Bo3pact — 25-30 et
[12-14].



1.4 Oco6eHHOCTY KOAMPOBaHUS 3a00/IeBaHUS VI

COCTOSTHMSA (IPYIIIbI 3a00/1eBaHMIL MM COCTOSTHUI)

1o MexxayHapOAoHOM CTaTU4YeCKol Kiacuduranum
O0oJ1e3HeV U IMPo0IeM, CBI3aHHBIX CO 3JOPOBhEM

C83.3 — Muddy3Has KPYIHOKIeTOUHAs B-KieTouHas auMboMa
C83.7 — Jlumpoma Bepkutra

C85.2 — MenuactuHambHas (TUMyCHast) 6osbInast B-kieTouHas iuMboma
C91.8 — 3penbiii B-kieTouHsli Jieiiko3 Tuna bepkurra



1.5 Knaccudukanys 3a6omeBaHNsI UV COCTOSTHUS
(rpyuisl 3a00/1eBaHUN VI COCTOSIHUN)

PasHo0Opasyue KIMHNYECKNX, MOP(OIOTUUECKUX M MMMYHOJOTMYECKUX XapaKTePUCTUK, a TaKKe
MOJIEKYISIPHO-IIUTOTeHeTUUeCKe UCCAeq0BaHMs TTowIiefHMX JeT mokasanu, uto JIBKJI siBasieTcst
He eIMHOI HO30JIOTMYeCKO¥ (hOopPMOii, a TPYIOoN TMMbaTUUECKUX OIyX0JIeii, UMEIUIUX OIU3KUIA,
HO HEeOAMHAaKOBbINi MaToreHe3. B HacTosiliee Bpems BbIfleJIeHO HeCKOIbkO BapuaHTOB [IBKJI B
3aBUCUMOCTY OT YPOBHS nudpepeHIIMPOBKY OIyXOIEBbIX KJIETOK, TUIIOB HAPYLIEHUS KIE€TOUHbIX
MPOLIeCCOB, XPOMOCOMHBIX aHOMasuii [1]. B cooTBeTcTBUM € Kaaccupukayueli BO3 mepecmoTpa
2017 r. camocTosiTesibHbIMM BapuaHTamy [IBKJI ipu3HaHbI:

e NBKKIJI, Hecremuduuyupoannass (NOS). B maHHYI0 OMOJOTrMYECKM TE€TEPOTEHHYIO TPYIIIY
BKJTIOUEHBI 3a00/IeBaHMsI, HE OTHOCSIINMECS HY K OFHOI M3 HIKEIepeuncaeHHbIX BapUaHTOB
KPYITHOKJIETOUHBIX JIUMQPOM:

¢ B-kpymnHokiIeTouHas iuMboma, boratast T-KIeTKaMM/TUCTUOLUTAMU

e nepsuuHasg JBKKJI HHC (TIJILTHC)

e nepBuuHasi KokHast [IBKKJI, TUIT «HMKHUX KOHEeUHOCTe» (leg-type)

e EBV-nosutusHasg JIBKKJI, NOS

e JBKKJI, acconumpoBaHHas ¢ XpOHUYECKMM BOCITAJIEHVEM

e muMdOMaTOUIHBI TPAaHY/IeMaTO3

* KPYITHOKJIETOUYHas TMMbOoMa C peappamkupoBKoit IRF4

¢ TepBUYHAS MeIMACTUHAIbHAS (TUMMYECKas) KpyMmHOKIeTouHast iumdoma (IIMBKIT)

® BHYTPUCOCYIMCTAST KPYITHOKIETOYHAS IuMboMa

e ALK-mo3uTuBHas B-KpymHOKIeTOYHas TnMboma

e 1u1azMobacTHas 1MMdpoma

e HHVS8 nosuTtuBHas KpyITHOK/JIETOYHAs IMMPpoMa

¢ mepBMUUHAs TMMdOMa CePO3HBIX IOJIOCTEN

OTHenbHO pacCMaTPUBAKOTCS CIEIYIOLIME TPYIITbI B- KPYITHOKIETOYHBIX JIMMGBOM

¢ arpeccuBHast mumpoma ¢ MYC u BCL-2 m/mnm BCL 6 peappaHKMPOBKOIA
e arpeccuBHast inMdoma, Hekmaccubuipyemas, ¢ YepTaMu, ITPOMeKyTOUHbIMY Meskay IBKKIT n
mumbomoit XomKkKiHa (TuMQoMa cepoii 30HbI)

Bapmantom [IBKJI B Hacrosiiee BpeMsi Takke IIpM3HAHBI CIyvyay C OYaroBbIM IOpaskeHMeM
onnuKyASIPHBIX CTPYKTYDP, C MUMMYHOTMCTOXMMUYECKY TOATBEPKAEHHBIM IPOMCXOXKIEHNEM U3
hOmMMKYNASIPHBIX TEHAPUTHBIX KIETOK (paHee 3B IIMTONOTMYECKNUI TUI GOUIMKY/ISPHO
JMMGOMBI). B mocremHee BpeMsl oxapakTepu3oBaHa HoBas rpymma jgumdom - IBKII,
accouuMpoBaHHbIe C GOUKYISIpHON  aumMdomoit, ¢ MALT-nmumdomoit xenynka u MALT-
AuMQOMOIi APYrUX JOKanu3anuii, MMewumas KIMHUYeCKre, MOpGhO-UMMYHOIOTUYECKUE U
MOJIEKY/IIPHO-TEHETUYECKME OCOOEHHOCTM ¥ BO3MOXHO, B CKOPOM BpeMeHM TMOTpeOyromas
pa3paboTKM HOBBIX MOIXO/IOB K UX JIEUEHUIO.

Boimenens! ciemytomnie mopdosornueckme BapuanTsl [IBKJI HecrennduupoBaHHOM, MMeIOIIe
Pa3IMYHYI0 KIMHUYECKYIO KAPTUHY U TeUeHVe 3a00IeBaHmsI:

® [IeHTPOOIACTHBIN
* MMMYHOOIaCTHbIN
® aHaNIaCTUYEeCKUil
e pyrie peaKyie BapyaHThl

B mpakTuke remarornaTosjiora B HAcToOsllee BpeMsl MCIIONb3yeTCsl ompenesieHre MOJIeKy/ISpPHOTro
nonTtuna JIBKII:

e U3 B-KJIETOK TepMMUHAIbHBIX IIeHTPOB PostnkyaoB (GCB-moaTui)
e U3 akTuBMpOBaHHBIX B-Kk1eTok (non-GCB, ABC-like momTum)

Vi3BecTHO, 4TO omyxoseBble KiaeTkyu Ipu JIBKJI 0OBIYHO SKCIIPECCUPYIOT TaH-B-KaeTouHbIe
aHTUTeHbl, Takue Kak CD19, CD20, CD22, CD79a, PAX5, HO B Ipoliecce Iporpeccuu 3aboneBaHms
HEKOTOpbIe U3 HUX MOTYT yTpaumBaThcs. B 50-75% ciyuaeB 3KCIIPeCCUPYIOTCSI TTOBEPXHOCTHBIE U
LIUTOIIa3MaTUYeCKie MMMYHOIIOOy/IMHbI (B Topsiake yowiBanust IgM, 1gG, IgA). CD30 moxer
BBISIBJISIThCSI Ha OITYXOJIEBBIX KIeTKax B 10-20% ciryuaeB, 0cOOEHHO B aHAILJIACTUMUYECKOM BapyuaHTe



aumdomsbl. [IpucyrctBue EBV B G0bIIMHCTBE KJIETOK SIBISIETCSI OCHOBAHMEM [1JISI YCTAHOBJIEHUS
nuarHosza EBV-mosutuHo#t JIBKJI, HecrnenudUIMPOBAHHOW, OGOMBIIMHCTBO  OITyXOJIEBBIX
auM@onaHbIX KieTok mpu 3Tom CD30 mosutuBHBL. CD5+ Ha KiaeTkax ompegenseTcs B 5-10%
CTy4yaeB, TIPY 3TOM 3TO MOTYT ObITh Kak de novo IBKJI, Tak M BTOpMUHbIE KPYITHOKIETOUYHBIE
nuMboMBbI, BO3HUKIINME BoiencTBue TpaHchopmatuy ns XJUI/mum@omsl 13 MaabIx TMMGOIUTOB.
Yacrora skcnpeccun CD10, BCL6, IRF4/MUM1, FOXP1, GCET1 u LMO2 BapsupyeTcs. B anropurme
Hans mcnonb3ytoTcst 3 ocHOBHbIX Mapkepa i otanunsi GCB ot ABC tunos IBKJI: CD10, BCL-6 u
IRF4/MUM1. TecT cuMTaeTcsl MO3UTUMBHBIM TPV BBISBIEHUM ITUX aHTUTeHOB Ha 30% u Goiee
OITyXOJIEBBIX KIETOK. [Tokasarenb mpoandepaTMBHON aKTUBHOCTH OITyxoiu Ki-67 BbIcOKMii, oT 40
o 90% B HEKOTOPBIX caydasx 6oee 90%. dxcripeccust p53 onpenensercs: y 20-60% muil, 60TbHBIX
JBKJI, 4TO BO MHOI'OM OIlpefiesisieT OTBET Ha JiedeHye Y IIPOrHO3 Y JaHHO IPYIIbI IaleHToB [1].



1.6 KimHnyeckass KapTyHa 3a00/ieBaHUS UIN _
COCTOSIHUA (IPYyIIIbI 3a00/IeBAaHUV VIV COCTOSIHUN)

Kmuunueckne mnpusHaku [IBKJI pa3sHooOGpasHbl, He Bcerma CrenuGuUUHbl ¥ OINpPenesiioTCs
MepBMUYHON JIOKanu3aluei, CKOPOCTbI0 pPOCTAa M PACIpOCTPAaHEHHOCTBIO OIYXOIM, a TakkKe
Ha/IN4YMeM/OTCYyTCTBMEM CUMIITOMOB MHTOKCUKauuu (B-cumnromamu — Temrneparypoii rena >38°C
Gosee 3 mHeli 6e3 MPU3HAKOB BOCMAJIEHMUsT, HOUHBIMU TTPOQY3HBIMM ITOTaMM, TTOXymanuem Ha 10 %
Macchl Teja 3a IocjaefsHue 6 Mec.). MokeT HaOMIOAaThCs yBeauueHue aumMdaTuiyeckux y3jioB, B
CTydyae BOBJIeUeHMSI B Ipoliecc JuM@aTuueckux y3Jja0B CPefoCTeHUS U/UIU TUMYCa BO3MOKHO
pasBUTHE CUMHAPOMA BepXHel I0M0i BeHbl (LMAaHO3; OAYTIOBATOCTb TOJIOBBI, LI€M, BEPXHUX
KOHEUYHOCTEe!, BepxHell IOJOBMHBI TPYIHONM KJIETKM; pacuiMpeHue IOAKOXHBIX BeH; OfbIIIKa,
OXPUIUIOCTh TOJI0CA, Kalleab ¥ [1p.). IIpoiecc, JOKaJM30BaHHBIN B JIUMMGaTUUYECKUX Y371ax
OPIOIIHOI TTOIOCTH/3a0PIOMIMHHOTO IMPOCTPAHCTBA, MOKET MaHM(MECTPOBATHCS BO3HUMKHOBEHEM
60MeBOro CMHApPOMA W/WAM TIpU3HAKaMyM HapylleHus: GYHKIUM BHYTPEHHUX OPraHOB,
KOMITPeMIMPOBAHHBIX OITyX0JIeBBIMU 00pa3oBaHUSIMU. [Ipy SKCTPaHOZATBHOM ITOPaKEHUN OOBIYHO
TIPEBATUPYIOT CMMITTOMBI HapyuieHus GYHKIMM COOTBETCTBYIOIINX OpPTaHOB U cucteM. [UILTHC B
OGONBIIMHCTBE CIy4aeB IIPOSIBJISIETCS OUaroBOii U/WiM  OOIIEMO3TOBOIi  HEBPOJIOTUYECKOI
CUMIITOMATMKOM. YacTo BCTpevyarTcsl U3MeHEeHMS] TCUXMUKU, CUMIITOMBI TIOBBIILIEHUS
BHYTPUUYEPEITHOrO JaBJIeHUSsI, CYLOPOsKHbIE MPUITaLKMN.

Knuuuyeckue mposiBienust JIB 06ycIOBIEHBI JTOKaAM3aIyeil 1 06beMOM OIMyXo/u. [TpakTudecKku
BCEr/a ecTh B-CMMIITOMBI, Yallle BCEro — ObICTPO Pa3sBMBAIOINASICS MTOTePsT Macchl Tena (mo 10 Kr u
6osee 3a MeCsII).

IOnst JIB xapakTepHa SKCTpaHOMadbHas JOKaJIM3alusl omyxoiau. HamGosee 4yacTo IMOPaskaioTCs
OpTraHbl OPIONTHOM MMOJOCTHM: TOHKAs KUIIKA (Yalle ee TEPMUHAIbHBIN OTHENT), OpbDKeiiKa, a TaKKe
SKeJTyIOK, TOJICTas KUIIKA, OPIONIMHA, TIeueHb, cene3eHka. Crenuduueckoe mopaskeHre KOCTHOTO
Mosra Habmomaetrcs B 25-35% ciaydyaeB, LIeHTpaJbHOIM HepBHON cucteMbl - B 20-25% cioyuaes.
TUNMYHO BOBJIEUEHME TIOUEK, SIMYHUKOB, SIMUEK, AabJOMUHATBHBIX U  3a0PIOIIMHHBIX
muMbaTnyeckux y3aoB (0COOEHHO B WMJIEOLeKaabHON 061acTu), pexe — mnepudepryeckmx
TUM@aTUIECKUX Y3JI0B.

B 10-15% cimyuaeB JIB oTMeueHO BOBJIeUeHMe KOjbIla Banbaeiiepa, CIIOHHBIX Kejle3, BepXHel 1
HIBKHEN YemocT, opouThl. CpefocTeHe opaxaeTcs peiKo.

XapaKTepHbIM CMMIITOMOKOMILIEKCOM 1Py JIB SIB/ISIETCST KIMHMUKA «OCTPOro XXMBOTa» B Pe3ysbTaTe
OOCTPYKTMBHOI KUIIIEYHOI HEIPOXOAMMOCTM, OCTPOTO AaIlleHIUIINTA, KeTyJOUHO-KUIIEUYHOTO
KpOBOTeueHUsT Wiy nepdopainuyu BCAeACTBME CHennbuueckoil MHGUIbTpAUUM SKeTyaKa W/Vin
KumeyHuka. [Ipy GpuUsuKaJIbHOM OCMOTpe y 60JIbHOTO MOKHO OOHAPYKUTH YBETMUEHNE KMBOTA 3a
CYeT OITyXOJIM M acumuTa. POCT OMyX0/IM MPOUCXOOUT CTPEMUTENBHO, ¥ B OOIBIIMHCTBE CTydyaeB K
MOMEHTY TOCIIUTAIM3ALMUM TIOPaKeHNEe OPraHOB OPIOIIHONM MOJOCTM IPEACTaB/I€HO MacCCUBHBIM
OITyXOJIEBBIM KOHIJIOMEPAaTOM C BOBJIEUeHMEM HEeCKOJNbKMX BHYTPeHHUX opraHoB. Kak mpaBuio,
GonbHble JIB TOCTYyMarOT B CTAlMOHAp B TSDKEJIOM WM KpaiiHe TSDKEJIOM COCTOSIHUM,
06yCJIOBJIEHHOM OOJBIIIOM OMYyXOJeBOM Maccoil, MHTOKCUKALVel, MCTOIIeHMeM BILIOTbh [0
KaXeKCUU, JEKTPOIIUTHBIMY HapylieHussMu. Hepeko OCHOBHOII TepareBTUYecKoii mpo6iemoii y
6obHBIX JIb Ha HauaJbHOM 3Tarle 3a60JeBaHMS SBJISIETCS MPOTPECCUPYIOIast OCTpasi rovYeuHast
HegocraTouHoCcTh (OITH). Hanbosee yacThiMy IPUUMHAMY €€ Pa3sBUTHS SIBJISIOTCS crielnduueckoe
MopaxxkeHue ToveKk, cuHApoM numsuca omyxonn (CJIO) u HapylleHMe YpPOAMHAMMKM 33 CyeT
CIABJIeHMSI MOUETOUYHMKOB OIYX0JIeBbIM KOHIJIOMEPATOM C pa3BUTMEM ITOCTPeHATbHOI aHyPUH.



2. IuarHoCTUKA 3a00/1€eBaHUS UV COCTOSIHUS
T'PYIIIIbI 3200/IeBAHUI UJIM COCTOSTHMIT)
MeAUIMHCKME IIOKa3aHus ¥ MIPOTUBOIMOKAa3aHUS K
MIPUMEHEHNIO METOd0B JMarHOCTUKU

Mmuozue pexkomeHdosaHHble Memodsl OUAZHOCMUKU 3A60N€6aHUS U C8A3AHMBIX C HUM COCMOSHUILL
umernm ozpaHuueHHylo dokasamesibHylo 6a3y (8 coomeemcmeuu ¢ wkanamu oueHxku YT u YPP) no
npuduHe 0OmMCymcmeus NOC8AWEHHbIX UM KAUHUYECKUX ucciedosanuti. Heesupas Ha 3mo, OHU
ABAAOMCS He0OX00UMbIMU dlemeHmamu 00cn1edo8aHust nayueHma Ons ycmavoeJieHuss duazHo3a u
8vl6opa maxkmuku JjeueHus, max Kak 6osee 3¢ppexmusHsie u 0okasaHHwvie memodsl 8 HAcmosujee
epems He paspabomanol.

Kpumepuu ycmaHoeneHus oOuazHo3a/cocmosHus: Juazvossl /IBKJI, ITIMBKJI u JIb
YCmMaHasausamcs Ha 0CHOBAHUU NAMOJI020-AHANOMUUECK020 UCCe008aHUs OUOnmMama onyxou ¢
NpuMeHeHueM UMMYHOUCINOXUMUYECKUX Memodos. PexomeHdyemcs 00s3amesibHOe BbINOJIHEHLE
IKCYU3UOHHOL Ouoncuu (npu 0mcymcmeuu mexHuueckoli B803MOMHOCmuU -  cor - Ouoncuu)
JuM@amuueckozo y3ia UaU 0yaza NopaxceHust ¢ NocaedyRuUM Namono20-aHamomudeckum
uccnedogauuem (Yumono2uueckum U 2uCmono2uueckum) ¢ NpuMeHeHuem UMMYHO2UCTMOXUMUYECKUX
Memo008. [[ns ymouHeHus: 0uazHo3a 8 HeKOMopwlx Cayuasx mpeodyemcst JonoJHUMENbHO 8bINOJIHEHUE
MOTIEKYNIPHO-6UO0JI02UHECKUX U YUMO2eHeMmU4ecKux Memooos ucciedo8aHus 0Ouo0nI02uuecKozo
mamepuana [15].

Spkue kauHudeckue ocobeHHocmu JIB n0360n10m npednonoxums 3mom ouazHo3 yxe Ha 0CHO8AHUU
BHUMAMEIbHOU  OYeHKU aHAMHe3d, KIUHUYECKUX NpOosieleHull, nepeoouepeodHbix CMaHoapmHbix
1ab0pamopHbIx nokasamesneli U pe3ynsmamos npocmeltiuiux NnepeoHauanbHslX OUAZHOCMUYECKUX
Mmeponpusmuti (Y3U O6piowHoii nonocmu). dansHeliwuii duazHocmuueckuii npoyecc, noayuyeHue u
uccnedoganue mamepuanda 0ONHCHbI NPOBOOUMbCS. 8 PeHCUMe OKA3AHUSI HEONJIOHCHOL NOMOWU, Yelbio
Komopoli sensemcs eepuguxayusi dudazHo3a U CpouHoe Hauaao coomeemcmeyrwujeli adek8amHot
mepanuu [2].

Huaeno3 IUVILIJHC ycmanasiueaemcss Ha OCHO8AHUU 6uoncuu (0Omxpulmoti uau ¢ UCnonb308aHUeM
cmepeomaxkcuueckoli mexHuku) u uccied08aHus CNUHHOMO320801i Hcuokocmu (o6wuti (KauHuuecKut)
amanu3 CNUHHOMO32080ll MUOKOCMU, UYumosnozuieckoe ucciedogaHue Kaemok CHUHHOMO32080l
Huokocmu, ucciedosamue 6UO0TI02UYECKO20 Mamepuana (CNUHHOMO032080l Mudkocmu) memodom
npomouHoii yumogayopumempuu). IIpu omcymcmeuu 803MOXCHOCMU 8bINOJHEHUs1 GUONCUU ONYX0NU
JuazHo3 Moxcem Oblmb YCMAHOBMEH MOJLKO HA OCHOBAHUU  PE3ylbinamos UCCIe008aHUSL

Ouonozuueckoe0  mamepuana — (CNUHHOMO32080Ui  xudkocmu) — memodomM  NPOMOUHOL
yumodpnyopumempuu [16].



2.1 J)Kanoo0b1 M aHaAaMHe3

e Bcem nanueHtam ¢ nopo3penueMm Ha [IBKJI, IIMBKJI unu JIb, a Takke BcemM IauyueHTaM C
BepuduipoBanHoit JIBKJI, [IMBKJI mau JIb mipu Kaxkmom mpyuemMe (0OCMOTpe, KOHCY/IbTaIlnA)
Bpava-OHKOJIOTa WX Bpauva-TreMaToliora peKOMeHAyeTcs: cOop kajob M aHaMHe3a IIpu
3a00/IeBaHMSIX OPraHOB KPOBETBOPEHMSI M KPOBM IIJISI OI€HKM COCTOSIHMS MAIlMEeHTa, a TaKKe
[T yCTaHOBJIEHUSI (PaKTOPOB, KOTOPbIe MOTYT OKa3aTbhb BMSIHME Ha OIpefesieHre jeueOHOoi
TaKTUKY NanueHTa [2,11,17,18].

YpoBeHb yoeauTeIbHOCTY peKoMeHAanuii C (YypoBeHb JOCTOBEPHOCTH J0Ka3aTeIbCTB 5).

KommeHTapum: #anobs. HecneyuuuHsl u onpedensomcs nepsuuHoll jokanusayueti, CKOpocmoio u
pacnpocmpaHeHHOCmMsl0  ONYXOAU, MO2Yym Nnpucymcmeosams Jio0vle #ajnobvl, C853aHHbIE C
gosieueHueM/HapyweHuem @GyHKyuu opeaHos u mxawei. IIpu c6ope x#anob6 ocoboe 6HUMAHUE
Heo0Xo0umo YyOenums 6bl8leHUI0 Hecheyuduueckux CUMNIMOMO8 UHMOKCUKayuu (memnepamypol
mena >38°C 3 OHs u 6onee 6e3 Npu3HAKO8 80CNAEHUS, HOUHBIX NPOPY3HbIX nomos; noxydanus Ha 10 %
maccel mena 3a nociedHue 6 mec.). Ilpu IVIIIHC 6 GonvwiuHcmee ciyuaes Habawdarnmcs #anoobol,
C653aHHble C 00WeM0320801i (207108HAs1 60JIb, MOWHOMA, PBOMA) UMU 0UAZ0BOL HE8POJI02UUECKOL
CUMNMOMAamMuKoll. Yuumel8as azpeccusHulli xapakmep onyxoiu, aHamHe3 3a0071e8aHusl, KaKk Npasuio,
KOpomxkuti.



2.2 dusuxKajJbHOe 00cjIegJoBaHue

e Bcem nmanuenTtam ¢ nomospenuem Ha JIBKJI, ITIMBKIJI wnu JIB, nnu ¢ BeisisnenHoi JBKJI, IIMBKII
wiu JIB, Ipy MepBMYHOM WIIM TTIOBTOPHOM IIpHMEMeE, ITPY KOHTPOJIbHBIX 00C/IeTOBAHMSIX U TIPU
MOO3PEeHNM Ha PeUNAUB/IPOTPeCcCHpoBaHNe 3a60/IeBaHNUSI PEKOMEHIYEeTCS BBIITOJHEHNE
BU3YaJIbHOTO OCMOTpa TepareBTUYECKOTO, Ma/JbIlaliiyM TepareBTUUEeCKO M ayCKyJIbTaluu
TepareBTUYEeCKOi [JIsI YTOUHEHMS] PacIpOCTPAaHEHHOCTM 3a00jeBaHMUs U OLIEHKU COCTOSHUS
nauyueHTa o opraHam u cucremam [2,11,17,18].

YpoBeHb yoeauTeIbHOCTU pekoMeHAauuii C (YypoBeHb JOCTOBEPHOCTH JOKa3aTEeIbCTB 5)

KommeHTapui: ffied shgslstj ¢isBrsHds sydkdlst sBh jj fishistswidj goydielso gt hCowj
ECOG (fi. tfiediztsyded] A1), 0 IS0 shdslstejlst Stydrj fisCtesor, ddiHORdRT d tfistishls+
telsO; YOz JOydw HSE %0 aSts\Ols- o fijBwW JOozAoyds of)jn Hishisktkr n celztftf § jtedW jtecyihSdn
ZdBWolsdydhSdr krdse, Yjuidd, Hdeideld.



