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MeToa0/10rHsl HAMUCAHUS PeKOMEH Al

B Poccun pekoMeHauuy Mo JIEUEHHUI0 OHKOIeMaTOJOTHYECKUX 3a001eBaHU A
70 HEJaBHEro BpeMEHUM He ObUIM pa3paboTaHbl, XOTd OBbICTpOE pa3BUTHE
COBPEMEHHOI OHKOreMaToJIOTUU TpeOyeT OT CHeLMaTUCTOB 3HAHUSl aKTyalbHOIO
aNropuT™Ma JWArHOCTUKU U JIEUEHUs, TIOCTOSIHHOIO OOHOBJIEHUS CBOMX 3HaHUM U
BHEJIPEHUS! HOBBIX METOJIOB B MPAKTUKY. B 3TOM CBsI3U HEOOXOIUMBI KIIMHUYECKHE
pEeKOMEHJaluu, KOTOpble JOJDKHBI  OBITh  JIMHAMHYECKHUM  JTOKYMEHTOM,
COBEPILEHCTBYIOIIUMCS, Pa3BUBAIOLIMMCS U OOHOBJISIOIIMMCS B COOTBETCTBUH C
HAayYHbBIMA  OTKPBITUSAMH M  HOBBIMH  TpeOOBaHMUSIMH  CHELUAIHCTOB,
HEINOCPEACTBEHHO 3aHUMAIOLINXCS JIeUeHUEM OONbHbIX.

B 2012 rony B kuure «lIporpamMHoe JiedeHue 3a0oJieBaHWUN KPOBU» O]
penaknueii akagemuka PAH Casuenko B.I'. Ob1mm omyOnmKoBaHBI TpaKTUYECKUAC
pEeKOMEHJAIM 1O JWArHOCTHUKe 3a00JieBaHUN CHCTEeMBbl KPOBH W BBIOOPY
ONTUMAJIBHBIX  TEpPAaNeBTUYECKUX MNOAXOAOB C  JAeTald3alUed  CIIOXKHBIX
KIIMHUYECKUX CUTyalWid, KPUTHUYECKUX COCTOSIHUM WM BO3HUKAIOLIUX OCJIOKHEHUM.
B tom ke romy Poccuiickoe mpodeccroHasbHOEe OOIIECTBO OHKOIeMaTOJIOTOB
(mom pykoBoacTBoM uieH-koppecnonieHta PAH Ilomny6noit WM.B.) w
HanuonaneHoe remaTonormyeckoe oOmecTBo (IOJ PYKOBOJICTBOM aKaJeMHKa
PAH CaBuenko B.I'.) Hauanu paboTy mo moarotoBke PoccHACKUX KIMHUYECKHUX
pEeKOMeHIauuiu o JIAarHOCTUKE u JICYEHHIO 3JI0Ka4€CTBEHHBIX
auM@onpoudepaTUBHBIX 3a00JIeBaHUMN.

[To xaxpol HO30JIOTMM OBUIM CO3[aHbl paboure TpyIIbl, BKIIOYABIINE
BEAYLIMX POCCUMCKUX U €BPOIEUCKUX IKCIIEPTOB I10 JICYEHUIO JAHHON HO30JIOTUH.
[Toce MOATOTOBKY MpeABAPUTEIIFHOTO BapHaHTa peKOMEHIaINii ObLIO MMPOBEACHO
pacIIMpeHHOe 3acelaHre, B KOTOPOM TMPUHSIIM ydacThe Poccuiickue wu
3apyOeXHbIe aBTOPBI, a TakXe IMUPOKUH Kpyr PoccWiickux 3KCIepToB,
BKJIIOUABIIMK B ce0sl MPaKTUKYIOIIMX OHKOJIOTOB M TeMaTojioroB, a Takke
naToMop(dosoroB, pajvoJOroB M OPraHW3aTOPOB 3/IPAaBOOXPAHEHUs M3 BCeX
pernonoB Poccuu, KOTOpble BBICKa3ald CBOM 3aMeYaHUs M TPEeJIOKEHHUS IO
OTNITUMU3AINK JOKyMeHTa. [lociie coBemanmsi TEeKCT peKOMEHAAINi OB BhICIIAH
BCEM €ro y4JacTHHKaM, WX THChbMEHHBbIE W YCTHbIE KOMMEHTApWUU TOCITYXKWIN
OCHOBOW [IJI1 CYIIECTBEHHOW JOpaOOTKM MHOTHX pa3flejloB JIOKYMEHTA.
[TogroToBneHHbIe  pEeKOMEHIAIMM  OBLTM  PACCMOTPEHBI U OOCYXKICHBI
POCCUHCKMMH M 3apyOeXHbIMU dKcnepTamu, omoOpensl skcnepTramu NCCN, B
2013 rony omyGaukoBaHbI B XypHaie «CoBpeMeHHasl OHKOJIOTHS» U BBIJIOXKECHBI
Ha caiiTaX 00OMX OOIIECTB



O6HoBnenre Poccuiickux KIMHUYECKUX PEKOMEHAAlMi MO JUarHOCTHKE U
JICUSHHIO 3JI0KaUYeCTBEHHBIX JUMpompoaudepaTUBHBIX 3a00JIeBaHUI MJIaHUPYETCS
Ha €XeroJHoW OCHOBe. YdacTHUKaMu paboueil rpynmbl OyIyT Kak 3KCIEpThl U3
BeIyIIUX HAy4YHBIX [IeHTpoB Poccu, Tak U crieliManucThl U3 KPYMHEHIINX KIMHUK
CTpaHBbI.

ypOBHH AOKA3aATCJIBbHOCTH

B Hacrosux KIMHUYECKUX PEKOMEHJAIUsX B KBaJpaTHBIX CKOOKax
MPUBEAEHBl YPOBHM JOKAa3aTeJbHOCTA pPEKOMEHAAlH, B COOTBETCTBUH CO
mKajamMu, pa3paboTaHHBIMH ~ AMEpPUKAHCKUM  OOINECTBOM  KIMHUYECKOU

oukosorun (ASCO) u EponeiickuM 00IIECTBOM MEAMIIMHCKONW OHKOJIOIHH
(ESMO).

YpoBeHb Tumn nokazaTenbHOCTH
JT0OKa3aTeJIbHOCTHU

| I[OK&B&TCHBCTB& ITOJIYYCHBI B PE3YJIbTATC METAa-aHaJIn3a
OOJIBIIIOro YncIa XOpo1Io CIINIaHUPOBAHHBIX
PaHIOMHU3NPOBAHHBIX HUCCIIeJOBAaHU. PaHILOMI/I?»I/IpOBaHHBIe
HCCJICN0BAaHNUA C HU3KUM YPOBHEM JIOKHOIIOBUTUBHLIX U
JI0’)KHOHETaTUBHBIX OIIIMOOK.

1 JlokazaTenbCTBa OCHOBAHBI HA Pe3yJibTaTaX HEe MEeHee OJTHOTO
XOPOIIIO CIJIAHUPOBAHHOTO PaHOMHU3UPOBAHHOTO
uccaenoBanus. PannoMu3upoBaHHbIe UCCIIETOBAHMUS C
BBICOKHMM yYPOBHEM JIO)KHOITO3UTHUBHBIX M JIO)KHOHETATUBHBIX
OIIIHOOK.

[l JlokazaTenbcTBa OCHOBAHBI HA PE3YJIbTaTaX XOPOIIO
CIUTAaHUPOBAHHBIX HEPAHIOMU3UPOBAHHBIX UCCIIEIOBAHUM.
Kontponupyemsie nccnenoBaHus ¢ OJHOM Ipynmnoii GOJIbHBIX,
UCCJIeIOBaHUSI C TPYIION UCTOPUUECKOTO KOHTPOJIS U T. 1.

IV JlokazaTenbcTBa MOMyUYeHBI B pe3yjbTaTe
HEpaHJIOMU3UPOBAHHBIX HCClleloBaHnA. Henpsimbie
CpaBHUTEJIbHBIE, OMUCATEIBHO KOPPESIIMOHHbBIC
HCCIIe/IOBaHUS U UCCIIeJOBaHUS KIMHUYECKUX ClTydaeB.

Vv JlokazarenbCcTBa OCHOBAHbI HA KIIMHUYECKUX CIydasX U
npumepax.




Crenensn ['panamus

A JlokazatenbcTBO | ypOBHS WIIM yCTOWYHMBBIE MHOTOYUCIICHHBIE
nansble |, [l wmm IV ypoBHS noka3arenbHOCTH
B Hoxazatenwsctna ll, Il unu IV ypoBHS, cuuTaromuecs B 1eJ10M

YCTOﬁqHBBIMH JaHHBIMHA

C Hoxazatenwctna ll, lll, IV ypoBHS, HO TaHHBIE B 1IeJI0M
HEYCTOUYHUBBIE

D Crnalble WiIn HecucTeMaTHYeCKUe SMITUPUIECKUE
JIOKa3aTebCcTBa

IlepBuuHbIC KOKHBIE JUM(DPOMBI

'pu6GOBUAHBINA MUKO3

3a200/1eBa€MOCThH

['puboBumubiii mMuko3 (I'M) sBnseTcs HambOoiiee YacTO BCTpedaromeics
dbopmoti koxxHOU T-kietounoi muM@ombl u coctaBiseT 1% Bcex HEXOHKKIHCKAX
aumdpom, 50%nepBuuHbIX TUMPOM KOXHA 1 65% KOXKHBIX T-KJI€TOUHBIX TUMGBOM.
3a6oneBaemocts I'M B mupe pasHa 6-7 ciyuaes/10° ¢ perymnspHbIM TOBBIIIEHHEM
B TIOCJIEHUE JECATWJICTHs. ODTOT TOKa3aTelbh 3HAYMTEIHLHO BapbUpPYyeT B
pasnuuHbIX reorpaduyeckux pernoHax: B CIIIA 3aboneBaemocts I'M cocTaBisieT
0,46 cnyusae Ha 100 00O yenoBek, B cTpaHaX EBpombsl 3TOT TmoOKa3aTesb
konebnercs ot 0,26 no 1,0 va 100 00Owuenosek B roxm (55% myxumn u 45%
keHIMH). Y okuteneid CeBepo-3amaJHOro pernoHa 3aboneBaemocth I'M
coctaBimsier 0,34 cmyuas ma 100 000 nacenenus. bonee 75% cmydaes ™M
HaOmoMaeTcs y manueHToB crapine S0 er, cpenHmii Bo3pacT nedroTa 3a001eBaHus
coctaBisieT 55-60 ner. 'M MokeT Takke mopaxkarth Jaeteil U moapoctkoB (1%
cinydaeB). CooTHolleHHe 3a00JIeBIIMX MYXKYMH W KeHIIMH coctaBiser 2,0:1, ¢
npeobJiaaHreM MalueHTOB ¢ TeMHBIM 1BeToM Koxu (1,7:1).




JIMarHocTUuKa

1. Kputepuu ycTaHOBJIeHHS 1HATHO3A

Jluarno3 I'M ycraHaBiuBaeTcss Ha OCHOBAaHWUM KOMIUIEKCHOW OIICHKU
KIMHUYECKOM KapTHUHBI 3a00JIeBaHus, TUCTOJIOTMYECKOT0 u
UMMYHO(GEHOTUITUIECKOTO UCCIIeIOBaHUS OMOTITATOB U3 09aroB MOPaKEHUS KOXKH,
ompejielieHUs TepecTpoiiku reHa T-kjetouHoro penentopa. Heobxonumo
OTMETUTh, YTO B HACTOSIIee BpeMsi He CYIIECTBYET €IUHBIX OOIIEeNPUHSITHIX
JIMarHOCTUYeCKUX KputTepueB ['M, a KIMHUYECKHE PYKOBOJACTBA 3HAYUTEIHHO
pa3IMyarTCd  MeXAy Cco0oif B 00BbeMe pPEeKOMEHIYeMBIX HCCIeJI0BaHUH,
HEOOXOIMMBIX JIJISI IOCTAHOBKH auarHosa [ M.

Kinunudeckoe o0c/jeaoBaHHe TAaIMEHTa OCTAETCS OCHOBOIIOJIAraroInuM
METOJOM B JUMArHOCTHKe HauuHaromerocs '™, Tak Kak JaeT BO3MOKHOCTbL HeE
TOJBKO 3anojo3puTh I'M, HO W oOmlpenenuTh Pa3HOBUAHOCTb U CTAJUIO 3TOTO
3aboJieBaHus, a TaK)Ke ONTUMaIbHOE MECTO JJis MoyueHus 6uontaTta Koxu. [Ipu
OIleHKe KJIMHWYECKOW KapTUHBI HEOOXOJUMO OTpEeNeIUTh BUJ  KOXKXHBIX
BBICBHITIaHUH (TIATHA, OJSIIKHW, Y376l WIM MX COYETaHWE) W TUIOIIAIhL MOpaKeHUs
KOXXHBIX TMOKPOBOB. KiMHMYeCKMMH CUMNOTOMaMmH, XapaKTEPHBIMHU ISl PaHHUX
craguii I M, sBisrorc.

* Brichianus BaprabeabHoOU (OpMBI, pa3MepoB U I[BeTa

o (deHOMEH OJHOBPEMEHHOIO  TMPOTPECCUPOBAHMSI U  PErpecCUPOBAHHMS
OTJICTbHBIX BBICHITAHUN

o TloWikmnogepmus (MATHUCTAS TUTMEHTAIUs, TeJIEAHTHOAKTa3uu, aTpodus
KOXH)

e MHOXeCTBEHHOCTb BBICBHIITAHUH, HECKOJIBKO 30H BOBJICUEHUS

e XapakTepHas JIOKQJIW3aIllMsl  BBICBIMIAHWNA HA  ydacTKax  KOXH, He
TIOJIBEPTAIOIINXCSI COTHEYHOMY OOJTyUeHUIO

e KOXHBII 3yJ1, 4aCTO COMPOBOXKIAFOIINN BBICHITAHUS

JInsi  MOBBILIEHHUS JOCTOBEPHOCTHM TIHCTOJOTHYECKOro HCCJAeJ0BaHHS
HE0OXOAMMO OTMEHSTH JieueHHe JIIOOBIMU HapyKHBIMU Ipernaparamu, 0COOeHHO
Coep)KAIIMMU KOPTUKOCTEPOUIbI, & TAKKE CUCTEMHBIMU KOPTUKOCTEPOUJAMH U
UMMYHOCYTIpECCaHTaMH 3a 2 HeAelu 10 NpoBeAeHHs Ouorcuu. B HescHBbIX
Clly4asix peKOMeHIyeTcs MpOBeJleHWe HECKOJIbKUX OMOICHIA U3 pa3HbIX OYaroB U
MIOBTOPHBIX Oworncuii uepe3 2-4 Henmenu (0e3 HazHAUeHUS HApPY>KHOW Teparvu).



['mcronornyeckoe  3akirOYeHUE AJOJDKHO  YYUTHIBATH KJI€TOYHBIN COoCTaB
ACpMaJIbHOTO I/IH(i)I/IJ'IBTpaTa u €ro PaCIIOJIOKCHUC. OCHOBHBIMH
AUArHOCTUYCCKUMU KPUTCPUAMU FM, SIBJISIFOTCSI.

* Hajmuuuie B MHOUIbTpaTe MIeOMOPOHBIX («1epeOprdOPMHBIX») TUMGOUIHBIX
KJIETOK MaJIbIX ¥ CPETHUX Pa3MepOB

* HaIW4YWe JUMQPOUIHBIX KIETOK, PACIIOJNArarolINXCcs IETOYKOod B 0Oa3aibHOM
psiny smuaepmuca (3 u Goree)

* HaIW4YWe WHTPAMHUICPMATBHBIX JTUMMOIIUTOB, OKPYXEHHBIX  CBETJIBIM
nepuHykieapubiM 06oaxoM (haloed lymphocytes)

* TMOBBIINICHHOE  KOJMYECTBO  WHTPAdMUACPMAIBHBIX  JUMQOIUTOB  TMpH
OTCYTCTBHH CIIOHTHO32a (<TUCTIPONOPITUOHATBHBINA STTUIEPMOTPOITH3M )

* pasMep SIUACPMAITBHBIX TUM(OIIUTOB OOJIBITIE, YeM JePMaTbHBIX

* BHYyTpUAIHUAEepMaIbHbIE CKOTUIeHUs TuMporuToB (Mukpoadcieccs [ToTpue)

e ($ubpo3 u/niar OTeK COCOYKOBOM YaCTH JePMbI

[Ipn mopdonornueckoM HUCCIeIOBaHUM HEOOXOAMMO YyKas3bIBaTh XapaKTep
pacrionio)keHus: WHGWIBTpaTa: sl TSITHACTOW — (9pUTEMATO3HOW) — CTaauu
XapaKTepHbI AMUIEPMOTPOITHBIE MIOBEPXHOCTHBIE MeJIKOOYaroBble
NepUBACKYJISIpHbIE UHPUIBTPATHI, ISl OJISIIIEYHON — SITUAEPMOTPOIHBIN TTOTHBIN
MOJIOCOBUAHBIM MHOUIBTPAT B BepXHEW YacTU JepMbl, Jid OIyXOJeBOH —
IUIOTHBINA o4yaroBblid uiu AUGdY3HBIA HUHOUIBTPAT, 3aHUMAIOIIMK BCIO JIEepMy U
MPOHUKAIOLIMNA B MOJKOXXHYIO HUPOBYIO KJIETUaTKy, 3MUAEPMOTPOIH3M MOKET
OTCYTCTBOBATb.

[I[py  UMMYHOTMCTOXMMHYECKOM  HWCCIEAOBaHWMM  OWONTATOB  KOXH
HeoOXOMMO HCIIONB30BaTh cieayromue Mapkepsl:;, CD3, CD4, CD5, CD7, CDS,
CD20, CD30.Ilpu neobxomumoctu mis auddepeHInanTbHON AUArTHOCTUKA C
npyrumMu T-KJIeTodHbIMU JTUMGOMaMU KOXHU 1eJIeCO00pa3HO JIOMOJHATH TaHeNb
antutenamu k CD56, TIA-1, Granzyme B, perforin, TCR (bF1).

I'M xapaktepusyercsi uHGuiIbTpaToM 3 of/f T-XenmepoB — 3penbix KIETOK
naMsITH, KOTOphle UMeEloT cieayromuii mmmyHodenorun: BFl+ CD3+ CD4+
CD5+ CD7+ CD8- CD45RO+Pexe Bcrpeuatorcs T-nmrotokcuueckuii (BF1+
CD3+ CD4- CD5+ CD8+yu y/6 (BF1- CD3+ CD4- CD5+ CD8+penorumnsl. B
3TUX cllydasx TpeOyercs KIMHUKO-Mopdoioruyeckas KOppeusiuus  AJis
uckmouenus CD8+ arpeccuBHoit snuaepMmorponHoit T-kieTouHod ITUMGOMBI U
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v/6 T-xnerouHoit mumpombl. B mozaaux cragusx ['M MoxeT HabI0aThCs MOTHAS
WM YacTU4YHAas TOTeps dKcmpeccuu mnaH-T-kinetounblx antureHoB CD3, CD5wu
CD7, nosiBeHre 3KCIpecCuy IUTOTOKCHYeckux npotenHoB TIA-1, rpan3uma B u
nepdopuHa, a Takxe adeppantHeii CD4+/CD8+unu CD4-/CD8-denorur.

[TLP-uccnenoBanue Juisi  ONpeJesieHus] peapaH:KMpPoBkM rena T-
kjaerouHoro penentopa (TKP) sBisiercs BcrmoMoraTelbHBIM METOJIOM, TaK Kak
MOHOKJIOHAJIbHOCTh MH(UIIbTpaTa ooHapyxuBaercs B 90% ciydyaeB OisiimedHON H
omyxoiieBori ctaauii ['M u numb B 50-60% -B maTHucTON cramuu. PesynbTaTh
MOJIEKYJISPHO-OMOJIOTUYECKOTO  WCCIeOBaHUS  HeoOXOOWMO  OIleHWBaTh B
KOMILJIEKCE C JPYTrMMHU JIMarHOCTMYECKMMH MeTOJaMH, TaK KaK JOMHHAHTHBIN
kioH T-nmumdouuToB MoXeT OOHapy>KMBaThcsi B TpyIIe TaK Ha3bIBAEMBIX
«KIIOHAJIBHBIX>» IEPMATO30B.

AJNTOpUTM  JAMAarHocTWku  paHHMX  Gopm M,  mpemmoxeHHBIH
MexayHapoaHbiM o61iecTBoM 1o jumdpomam koxu (ISCL), comepkut crucremy
KOJINYEeCTBEHHBIX MoKa3aTelieit (Tabn. 1), 0qHaKo B OONBIIMHCTBE CIIydaeB UArHo3
['M MoxeT OBITh YCTAaHOBJIEH MPU TIIATEIBHONW KIWMHUKO-MOP(OIOTHIECKOU
KOPPeJSIINH.

2. CtagupoBaHHe H IJIAH 00CJIeOBaHUSA

CragupoBaHue I'M MIPOBOJUTCS COI'JIaCHO PEKOMEH 1AM
MexayHapoaHOTO 00IecTBa Mo JUMQpoMaM KOXH M EBpormeickoil opraHu3anuu
0 U3y4YeHHuto U JedeHuto paka st I'M u cuaapoma Ceszapu (CC) (ISCL-EORTC
staging system for MF/SS}abn. 2). Onnako Ha MpakTHKe MHOTMMH LIEHTPaMH,
CHEIUAN3UPYIOIIMMHCS 110 JuMdoMaM KOXKH, HCIOJIb3yeTcsi Ooiyiee MmpocTas
KJIMHUYECKasi CHCTeMa CTaJWPOBAaHMs, YUUTBHIBAIOIIAS THIT KOXHBIX BBICHITIAHHM,
HAIN4YUe/OTCYTCTBHE KPYIHOKJIETOUYHOH TpaHchopMauud W/WiM BHEKOXKHBIX
ouaros (Ta0mu. 3).

[Inan oOcnenoBaHus BappupyeT B 3aBUCUMOCTH OT cTajguu [ M.

 Ilpu la u Ib cragmsax ngocTtaTOYHO MpOBeJeHHUS (UIUKATHHOTO OCMOTpa C
KapTUPOBaHUEM KOXH, peHTTreHorpaduu OpraHoB TrpyaHO# kietkn u Y3U
nepuQepruuecKrx TUM(PaTHIECKUX Y3II0B.



e Jlammmenter ¢ I, Il u
COOTBETCTBUU  CO

aumdpomamu. Kpome Toro,

IV cragusgMu JTOJHKHEI
CTaHJapTaMH  OO0CJIeI0BaHHUS
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ObITh 00cCJIENOBaHBEl B
OOJBHBIX HOJAJIBbHBIMU
NpH  HaJWYAW TATeH/ONAIIEK  HeoOXOIMMO

OIIPCACIICHUEC TIIOIMAaan IMOPaXCHUSA KOXKHOI'O IMOKPOBA, IIPHU HAJIMYHUU Y3JIOB —

ompeneieHne WX OOIIEro KOJIHYECTBa, pPa3MEepOB HaWOOJBIIETO Yy3la W

BOBJICUEHHBIX 00J1aCTEN KOXKH

Taomnura 1.

AJTOPUTM AMArHOCTUKU paHHUX GopM [ M.

[Ipn3Haku

Kpurepun onenkun

KomunuectBo
OaJuIoB

Kimmanueckue

OcHOBHBIE!

Hanuuune cTaOMIbHBIX U/HITH TPOTPECCUPYIOIUX TSTEH

2 0aJ1J1a 32 OCHOBHOM

WITH «TOHKHX> OJISIIEK. u 1iBa
JIOIIOTHUTEIIBHBIX

JlomotHATEIBLHDBIE: KpUTEpHs
1. Jlokanu3anys BRICBIIAHMMI B 00JIaCTIX, HE 1 6aJ11 32 OCHOBHOM 1
OABEPrarOMUXCsT HHCOJIAIIUN. 1 monmoIHUTEILHBIA
2. BapunabensHOCTH GOPMBI B pa3MepoB KpUTepHii
BBICBHIITAHUH.
3. [Totikmmonepmus.

['ucTonaromoruyeckue
OcHoBHbIE!

[ToBepxHOCTHBIH TMM(OUIHBIA HHPHIBTPAT.

JlomotTHUTEIbHBIE!
1. SnuaepMOTPONH3M 0e3 CIIOHTHO03a.
2. Jlumpounanas atunus (KJIETKHA C THIIEPXPOMHBIMH

YBEJIMUEHHBIMU SITIPAMU WJIM HEMIPABUIIBHBIM WIIN
1epeOpruOpPMHBIM KOHTYPOM SI7PA).

2 0aJ1j1a 32 OCHOBHOM
U JIBa
IOIMOJIHUTEIbHBIX
MpU3HaKa

1 6aJ11 3a OCHOBHOI U
1 1OTOHUTENBHBIA
MIPU3HAK

MonexynsspHo-OHOIOTHYECKHE

KrnonanpHas nepectpoiika rena T-kieTodHoro perenropa

1 6aan

I/IMMYHOHaTOIIOFI/I"IeCKI/Ie

1. KomnuectBo CD2+, CD3+ /i CD5+ T-knetox
< 50%.
2. KomnuectBo CD7+T-kierok < 10%.

1 6aJ1 3a oIWH WK
OoJiee MpU3HAK
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3. DnuaepManbHO/ IepMaTbHOEe HECOOTBETCTBHE
sxcnpeccun CD2, CD3, CD% CD7 (nedunut
OKCIPECCHH B DITHICPMHUCE).

Hroro *

* Jlmarno3 ['M cumTaercs mpaBOMEpHBIM pH 00IIIeH cymMe > 4 6alljIoB U3 JTIOOBIX pa3/iesioB
TaOIHIIBI.

Tabnuma 2

Craguposanue 'M/CC cornacHo pexomennanusm ISLE-EORTC

Koxa

T1 OrpannueHHbIe MATHA, TAITYJIBI, W/WIK OJIsIIKH, TOKpbIBatore <10%K0XKHOTO TIOKpOBa.

T1, —TOMBKO TISITHA

T1p — Onamxky + siTHA

T, IlarHa, namynsl, u/vnm 0Ky, HoKpbIBaronye >10%K0KHOTO TOKpOBa.

T2, — TOJIBKO IATHA

Top - OnsIIIKK * MISITHA

T3 Opun unu 6ostee y3108 (>1 cM B qramerpe)

T, CruBaromasicst sputeMa, nokpeiBaromas >80% moBepxHoCTH Tea

JInmdaTudeckne y3Jbl

No Het yBenmmuenus nepudepndecknx TUMPaTHIecKuX y3JI0B, IX OHOTICHS He TpeOyeTcs

N; Ilepudeprnueckue mumparudeckne y3iasl yBeaudeHsl; rucromnaroiorus Dutch grade timu NCI
LNo-2

N2 — KJIOH-HEraTUBHBI

Np — KJIOH-TTO3UTHBHEI

N, Ilepudepuyeckue mumpaTuyeckne y3ibl yBenudeHsl; rucronatonorus Dutch grade 2umn NCI LN3

N2 — KJIIOH-HETaTUBHEI

Np — KJIOH-TTO3UTHUBHBI
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N3 Ilepudepudeckue muMpaTuueckne y3ibl yBeaudeHsl; rucronatonorus Dutch grade 3-4m NCI
LN4, KJIOH-TIO3UTHUBHBI UJIX HETATUBHBI

Nx Hepmbepﬂqecxne JII/IM(I)aTI/ILIeCKI/IC Y3JIbl YBCJIMYUCHBI, HET T'UCTOJIOTUYCCKOT'O NOATBCPIKACHU A

BHyTpeHHuHe Opranbl
Mo Her BoBiieueHUsI BHYTPEHHUX OPraHOB

M 1 Bosneuenue BHYTPCHHHUX OPraHOB (C YTOYHCHUCM OpraHa u MOp(I)OJ'IOFI/I‘IeCKI/IM HO,Z[TBep)K)IeHI/IeM)

Kposb

Bo OrtcyrcTBHE 3HAYMTEIHLHOTO BOBICUEHHS KpoBH: aruniuHble (Ce3apu) KIECTKH COCTaBISIOT <5%
TUMQOIHMTOB NIeprueprudecKoil KPOBH

Ba — Ki10H-HEraTuBHEI
Bp — KJIOH-TTO3UTUBHEI

B1 VYmepenHoe BoBiedeHue kpoBu: arunnynble (Ce3apr) KIETKH cocTaBisIOT >5% miuMdonnuTo
nepudepuyeckoit KpoBU

Ba— K10H-HEraTUBHEI
Bp — KJIOH-TTO3UTUBHEI

B, 3mnauntensHoe BoBieuenue kposu: >1000/U Lkiaerok Ce3apu ¢ O3UTHBHBIM KIIOHOM

Cranun T N M B
Pannue

A 1 0 0 0,1
B 2 0 0 0,1
A 1,2 1,2 0 0,1
IHo3annue

1B 3 0-2 0 0,1
1] 4 0-2 0 0,1
A 4 0-2 0 0
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B 4 0-2 0 1

IVA, 1-4 0-2 0 2

IVA 1-4 3 0 0-2

IVB 1-4 0-3 1 0-2
Taomuma 3

Knunanueckas cucrema CTaaupoOBaHU:A ITAIIUCHTOB C I'M

Cranust

la [Tarra <10%moBepxHOCTH Tena

Ib [TatHa >10%mnoBepxHOCTH Tena

lla brsimku

lIb V3mb1 (OmyxoJ1H)

lic DpuUTpoIepMuUs

lld KpymHoxkeTrounas mopgomorus

[l BogeueHue uMpaTHUECKUX y3JI0B U/ UM BHYTPEHHUX OPTraHOB
Jeuenne

Benenune manmentoB ¢ ['M 3aBucut ot craauu 3aboneBanus (“stage-based”).
CornacHo nepecMmotpennoit it 'M/CC TNM kinaccudukanuu, 4 KIMHAYECKUX

craauu ['M npuHSTO ycinoBHO pa3neisTh Ha pannue (IA, 1B, IA) u nozguue (1B,
I, A, 1B, IVA {IVA, IVB) (1abn.2).

Hauboiee BaxHBIM (paKTOpOM IMpy IIaHUPOBAHUMN JICHCHHUA U OIIPCACIICHUU
IMpOraHo3a ABJCTCA YCTAHOBJICHHUE CTaluU 3a00eBaHMsA. Y OOJBIIMHCTBA
MaluEeHTOB ¢ PaHHUMMA CTaAAUAMH HEC IIPOUCXOOUT IPOTrpeCCUPOBAHUA B ITO3OHUC,
Cpe€aHAA BbIDKUBACMOCTD IJIA 3TOU I'PYIIIIBI paBHA 12 roaam. B MO3JHUX CTAIUAX Y

1 o o

M3-3a BblpaXKEHHOM reTeporeHHOCTN U HU3KOM pacnpoCTpaHeHHOCTH 3a601eBaHNA, KONNYECTBO
KOHTPO/IMPYEMbIX KIMHUYECKUX NCCeA0BAHNIN HEBEIMKO, MOSTOMY BCE PEKOMEHAALMM AaHHOro pasaena umetoT
ypoBeHb aokasatenbHoctu -1V, C-D
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MAIMEHTOB C Yy3JaMH, DPUTPOJEPMHEN, BoBiledeHHeM J/y W KpoOBH, HO 0e3
MOpaXEHUsI BHYTPEHHUX OPraHOB CpPEIHSS BBDKUBAEMOCTb COCTABISIET S JIeT.
[IporHo3 y maruenToB ¢ y3namu (T3) Xyxke, yeM y MAlMEHTOB C APUTPOIAEPMHUE
(T4). BuyTpeHHHME OpraHbl BOBJIEKAIOTCS PEIAKO, CPEIHSS BBDKHBAEMOCTH IPH
9TOM MeHbIe 2,571eT.

[Manentst co cragusimu IB/IIA, nmeromue dpommukynsapayto Gopmy I'M, unm
NAlMEHThl C OYEeHb TOJICTBIMHU OJISIIIKAMU HUMEIOT OoJiee IMIIOXOH MPOTHO3 M3-3a
CHIW)KEHHON YyBCTBUTENBHOCTH K HapyXHBIM BHJaM Tepanvy, 4TO HEOOXOIUMO
YUYUTBIBaTh MpPU HA3HAYEHUW JieYeHus. B No3gHMX CTagusxX Hajaudue
MHOJKECTBEHHBIX y3JI0B, KpPYIHOKJIETOYHOH TpaHcPopMalM¥ U CHUKEHHUS
xonmuuectBa CD8+T-kieTok B jaepManbHOM WHOUIbTpaTe W/WIIM KPOBU TaKKe
acCOLIMMPOBAHO CO CHMKEHHEM BBIKMBAEMOCTH.

1. Jleuenue paunux craauii (IA-11A) I'M

B nacrosiiee BpeMsi g paHHUX cTtaauid ['M KOHCepBaTWBHBIA TMOJXOM C
MpYMEHEHUEM Hapy>XHOM Tepanuu SBISETCS MNPeANOYUTaeMbiM JiedeHHeM
nepBoii uHuu. /i manwedToB B |A cTaanu ¢ HeOOMBIIMME OYaraMu TOPaXeHUs
KOXH JOMyCKaeTCsl TaKTHKa «HAOIOMail M KAW» IOJ] CTPOTUM HAOJIOJeHUEM
Bpaya.

VY nauuenTosB c |A, IB u lIA cTtagusmu ucnonb3ytores crienyromue Buas HT:

1. Tonmuveckue koptukoctepouubl (kimacc |, 6eramerazona mumnponuonar 0,05%
i MoMeTasoHa ¢yopart 0,1%)HaHOCSTCS Ha MOBEPXHOCTh BBICHIIAHMM 2 pa3a
B JICHB JI0 TTOJTHOTO pa3perieHus..

2. V3koBoaHOBOe yibTpaduosneroBoe obnyueHue (YPO) crnekrpa B. Obnyuenue
npoBoAuTCa 2-3 pa3a B HENENo, IepBasi IKCMO3UIUS JOJKHA ObITh He Oolee
70% ot paHee omnpe/eIeHHON MUHUMATBHON 3puUTeMHON 103b1. [lociemyrornue
AKCTIO3UITUU TIPOBOJSTCS CISAYIOIMUM O0pPa3oM: MPH OTCYTCTBUU IPUTEMBI —
BpeMs skcrno3unuu yBenuuuBaetcs Ha 40%, npu cnaboii sputeme — Ha 20%,
MIPU BBIPOKEHHOW 3pUTEME — OCTaeTCs TeM *e. PeKoMeHI0BaHO sl MATeH U
TOHKHX OJISIIIEK, OTCYTCTBYIOT BhIpaKeHHBIE TOOOYHBIE 2P (DEKTHI.

3. ITYBA-tepanus (ncopanen + ynprpaduoneroBoe odiyuenue (YPO) crekrpa
A). 3a 2 wyaca [0 O0OJgy4YeHHWs TMAalMEHT TMPUHUMAET TepopaibHO 8-
MeTokcuncopaieH B go3e 0,6 Mr/kr, HadajmbHas J03a OOJy4YEeHHUS 3aBUCUT OT
THTIA KOXH (O.25—1.0I[>K/CM2), 3aTeM C KaXXIbIM CEAHCOM J103a ITOBBIIIAETCS Ha
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0,25-0,5 I[)K/CM2 wi Oojiee B 3aBUCHUMOCTH OT BBIPKEHHOCTH JPUTEMBI.
Jleuenue npoBoautTcs 3-4 pasa B Henesro [0 paspelneHus Boichimanuii (30-35
ceancoB). OO6mias mo3za Bappupyer or 50 mo 80 JIx/cm,, uTo OBIBaeT
JIOCTATOYHBIM IS JIOCTMIKCHUs KIMHWYECKOW pemuccuu. llpumMeHsercs mpu
pactpocTpaHEeHHBIX u Ooree UHOWIETPUPOBAHHBIX dIIeMeHTax,
dbomukynsipHoit  dhopme I['M. IloGounble 3(PdeKTsl BKIHOYAIOT 3PUTEMY,
TOIIHOTY, (POTOUYBCTBUTEIHHOCTh M (POTOKAPLIMHOTECHE3.

. JlokanpHas mydeBasi Tepanus HCIIOJNB3YeTCs y IMAalMeHTOB C HeOOIbIIuM
komuecTBOoM Bbichimanuii (10-200p Ha kypc)

. ToraneHoe o6nyuenne koxku (TOK) 0OBIMHO TPOBOIUTCS TMalMEHTaM C
pactpoCTpaHEHHBIMH BBICHITIAHUSMA M MOXKET Ha3HA4YaThCS KakK Teparus
NepBOM WJIM BTOPOH JIMHWUK OONBHBIX ¢ T m T3 cragusiMu ¢ OTCYTCTBHEM
addexra ot Tommueckoit Tepanmuu. TOK mpoBomuTCs ¢ HMCHOIB30BaHUEM
HECKOJbKUX (4allle BCero INecTH) JJIEKTPOHHBIX ToJjel (mepeaHee, 3amHee,
IpaBoe | JIeBOe TepeIHUe KOChIe TOJIs, MpaBble U JIEBbIE 3aJIHAE KOCHIE MOJIs).
Bo Bpemst sedeHus SkpaHuUpyloTcs Tia3za u Hortu. CeaHc JiedeHHS OOBIYHO
mmTenbHbId 1 Tpynoémknii. POJI-1-1,2-1,51'p, CO-30-401"p. Heo6xomumo
MIOMHHTB O JIyYeBBIX MOBPEKIACHHUSIX — dPUTEMa KOXKH, YaCTHYHAS VI TIOJTHAS
anorenysi, TUCTpousi HOTTeH, BhIpaKEHHAST CyXOCTh KOXHU. Y OOJBIIMHCTBA
OONBHBIX OTH TMPOSBICHUS OOPATUMBI (< 2 roma). ITYBA-tepanus
UCITOJIb3yeTCsl B KauecTBe Mo anepkuBatomero gederns nocie TOK.

[Ipu otcyrcTBUM WM HenoctatouHoMm 3ddexkre HT B kauecTBe BTOpOi

JIUHHHU TepaAlUuA ITPHU paHHUX CTaOUAX I'M MOTYT HUCIIOJIb30BAThCA.

. mpociuauH: 100mr/cyT B/M mnu B/B, Ha Kype 3-6T

. perunounsl (1341Mc-peTnHOeBas KucioTa (M30TPETUHOWH, dTPETUHAT) B J03€
0,5-1 Mr/kr Macchl Teima B TedeHHWe 2—3 MecCsIleB), MOTYT Ha3HA4aThCs B
komouHaimu ¢ ITYBA, IFN-a

. uaTepdepon-o. (IFN-o) Taxke MOXeT WCIONB30BAaThCA KaK Mpernapar MepBoi
munum 11 1B, Il u CC u sdpdextruBen B ymepeHHo Bbicokux aozax: 3-10 MU
eXKeqHeBHO WM 3 pa3a B Hegemo. MoxHo komOwHHMpoBaTh ¢ [IYBA,
PETUHOUAAMH U XUMHUOTEpAIHei.

. METOTpeKcaT Ha3HadalT B Jo03ax oT 25 g0 75 Mr B Heaemo, MOXHO
koMmOuHUpoBaTh ¢ IFN-o
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2. Jleuenune nozauux craauii (11B-1VB) I'M

Tepanus nozguux craauit ['M sBnsieTcss Gosee mpobieMaTHuHON U TpedyeT
MHOTONPO(GUIHHOTO MoAX01a. PaHI0MU3MpOBaHHBIE NCCIIeIOBAHUS TTOKAa3aIH, YTO
NpUMeHeHue KOMOWHUPOBAHHOW XMMHOpAIUOTEpaNud HE TOJIbKO He YyJyulllaeT
CPEeIHIOI0 BBDKMBAEMOCTh MAllMEHTOB IO CPaBHEHUIO C <KOHCEpPBATHUBHOW»
Teparnuei, a Jaxe yBeJIWYMBAaeT YacTOTY PELUANBOB, IOITOMY MPEANOYTUTENHHO
ucnosb3oBaTh HT, Ouonoruyeckre mpenaparbl WK UX KOMOWHAIIHUIO.

JInst nedeHust MO3AHUX CTaAu NPUMEHSFOTCS

1. warubutopel rucrongeanetwiaz (HDACI) (Bopunoctat). HasHawaetcs
nepopasibHo 10 400 mMr exegHeBHO. M3 moGoYHBIX 3(DPEKTOB BCTpedarOTCS
TPOMOOLIUTOTICHHSI, aHEMHs, AHOPEKCHs, TOIIHOTA, MBIIIEYHbIE CIa3MBl.
Jledenne TPOBOAAT 1O JOCTHXKEHHS TIOJIHOTO KOHTpoist (OTCyTCTBHE
NPU3HAKOB JallbHEWINEero MPOTPEeCCUPOBAHMS) WIM JK€ 10 TMOSBICHHUS
MPU3HAKOB HEMPUEMIIEMON TOKCHYHOCTH.

2. DNeKTpOHHO-NyueBasi Tepamnusi sBisieTcs KpaiiHe 3((eKTUBHBIM METOAO0M
neuenust [ M/CC 1 MOXeT NMPUMEHSATHCS KaK MPU paHHHUX, TaK U MPH MO3JIHUX
CTamusX KaK Tepanus TMepBOM JWHWHM W TPU peluaAnBax/IporpeccupoOBaHUM
3a0oseBaHus

3. AnoreHHasi TpaHCIUIAaHTAIMS CTBOJIOBBIX KJIETOK MOKET OBITh pEKOMEH/I0BaHa
nmaleHTaM MOJIOJIOTO Bo3pacTa B TIO3JHUX CTaaAusX 3a00JieBaHUS TIpU
OTCYTCTBHH 3(pPeKTa OT APYTUX BUIOB TepaIUu.

4. PexxuMbl CUCTEMHON XUMHOTEpAIHH, MPUMEHSIEMbIe ISl JICUeHUs HOIAIbHBIX
auMmdom (tadi. 4).

3. PeuuauBebl 4 nocJieaymwoinee HaA0J0AeHHEe

[Ipn penmnuBe winm mnporpeccupoBaHur [™M HEOOXOAMMO BBIIONHATD
MOBTOPHYIO OMOTICHIO KOXKH ISl UCKIIFOUEHUS! KPYITHOKIIETOYHON TpaHchopmaluu,
IpU HEOOXOAMMOCTH — IMOBTOPHYIO IPOLEAYpY cTagupoBaHus. TakTuka jnedeHus
peLuuaAMBOB Takke OasupyeTrcs Ha ONpeAesieHud cTaguu  3abojeBaHUs,
YYHUTBIBAETCS PA3BUTHE PE3UCTEHTHOCTH K MPEIBIAYLIMM BUIAM TEPAMHH.
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Bbonpubie 'M 10KHBI IPOXOAUTH perypHble 00CIe10BaHMUS

* OONBHBIE C paHHUMHU CTaOUsIMH — €XerogHo ((pHU3UKAIBHBIA OCMOTp C
KapTUPOBaHUEM KOXH, peHTreHorpa¢usi opraHoB IpyaHoi kietku u Y3U
nepupeprudecKux JTUM(HaTUIECKUAX y3JI0B)

* OOJIBHBIE C TTO3THUMU CTATUSIMK — Kaxible 6 MecsieB ((GU3UKaIbHBII OCMOTp €
KapTHpoBaHueM koxu, Y3U mnepudepmueckux mumbaTruueckux y3nos, KT
OPraHOB TPYAHOM KJIETKH, OPIOIITHON MOJIOCTH U MaJIOTo Tasa).

Tabmuna 4

PexrMbl cUCTEeMHON XMMHUOTEPANuu, KOTOPbIe MPUMEHSIOTCS JIJIs JISUSHUS
no3aHux craauii I’ M

Tepanus D¢ dexTrBHOCTD KommenTapun
CHOP OVYO B cramuu 1B Muenocytpeccusi, TOBBIIIEH PUCK
66% MH()EKIIMOHHBIX OCTIOKHEHUH, OYECHb

KOpOTKI/Iﬁ nepuona peMuccuu

EPOCH OVO B cramuu |IB-IV | Muenocynpeccus, NOBBILIEH PUCK
80% UHQEKITMOHHBIX OCJIOKHEHUH, KOPOTKUN

(etoposide, vincristine
IEPUOJ PEMUCCUHA

doxorubicin,
cyclophosphamide,
[epopaIbHbII
prednisolon)

CMED/ABV OVYO B craguu llI-1V Muenocynpeccusi, IOBBIIIEH PUCK
. 81% UHQPEKITUOHHBIX OCJI0KHEHHH

(cyclophosphamide,

methotrexate,

etoposide, decadron/

adriamycin,

bleomycin,

vinblastine)

[TernnupoBanHbIN OVYO B craguu IA-IV Xoporio nepeHocutes, BBoauTes B 1o3e 30

JIMITOCOMAITbHBIN 88% mr/v? B/B

JIOKCOPYOUITNH

IlentocraTnu OVYO B cramnuu 1B PexomennoBan mis nedenns: CC, Tpebyercs
75% MIPOJIOJDKUTENTbHAS TepaItus, JIAM(OTICHUS
[l — 58%, IV — 50%

Onynapabun + IFN-o | OYO B craguu |1B-IlI Heiitponenus

58%
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IVB — 40%
Oinynapabun + OVYO B craguu |I1B-IlI JIumponenus u npoJIOHTUPOBAHHAS
nukiopochamus 55% MUEJIOCYTIPECCHS
I'emiuTaOun OVYO B craguu |I1B-IlI Hefitponenus

70%

OVYO - o0mmwmit ypoBeHb oTBeTa Ha siedenue (overall response rate)

4. Onpenesenue 3(ppeKTHBHOCTH JIeHeHHsI

ISCL, EORTCu AmepukaHCKUM KOHCOPLIMYMOM IO KOXXHBIM JIMMQOMaM
(USCLC) 6butn nipeiIoxKeHbI CIIeyIOIIe KpUTEPUN OTBETA HA JIEYEHHE !

1)  KoxHble TOKPOBEI
Moanas pemuccus (ITP): 100%pa3speriieHns BHICHITaHUI.

Yacruunas pemuccusa (UP): 50%-99%paspeliiennst BbICHIIAHUA OT MCXOIHOTO
ypOBHS, OTCYTCTBHE TosiBiieHUss HOBbIX y370B (T3) y mamuentoB ¢ Ty, T, nau Ty
CTaJUSMMU.

Crabuam3zanus 3aboneBanus: Ot <25% ysenuuenus no <50% pasperieHus
BBICBITIAHUN OT MCXOIHOTO YPOBHS, OTCYTCTBUE MOsBIeHUs HOBBIX y370B (T3) y
nanueHToB ¢ 11, To unu T4 cTagusgmu.

IIporpeccupoBanue 3adoneBanus: >25% yBenndeHus BBICHITAHUN OT UCXOAHOTO
YPOBHS; WJTU MosiBlieHHe HOBBIX y3110B (T3) y manuenToB ¢ Ty, T, unu T4 cTagusmuy;,
WIIK OTCYTCTBHE OTBETa — yBEJIMYCHHE BBICHITAHUI OT HAMMEHBILIETO YPOBHS Ha
50% ot ncxoaHOrO ypoBHS y 00NBHBIX ¢ nocTurHyToi 1P mnn YP.

Pel.ll’llll’lB: MOSIBJICHUE KOXXHBIX BBICHIIIAHUHN Y NIaguC€HTOB B TOJIHOM PEMUCCHH.

2)  Jlumdbarudeckue y3isl

Ionnas pemuccusi: Bce tuMmparnyeckue y3isl <1,5cm B HaubonbieM nuamerpe
(mMHHAS OCh) WJIM THCTOJIOTMYECKM HeraTwBHBIE, Takke - J/y N3 u <1,5cm B
HanOOJIbIIIeM TraMeTpe U >1 cM B HaMMeHbIIIeM JAraMeTpe JODKHBI ObITh <1 cM B
HavMEHBIIIEM TUaMeTpe UM TUCTOJOTHYECKH HeraTUBHBI
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YacruyHass pemuccusi. KymyistuBHoe cHmkenne >50% CIIP (cymma
MPOU3BEICHUA MAKCHUMAJIBHOIO IPOJOJIBHOTO pa3Mepa X MaKCHMaJbHOTO
MOMEPEYHOr0 pa3Mepa KaxJI0ro mopaxxeHHoro j/y) u oTcyrcTBre HOBBIX J/y >1,5
CM B IMaMeTpe MO IJIMHHON OCH Ui >1 cM 1o KOpoTKol ocu

Crabuaun3anus 3a00yieBaHUs: OTCYTCTBUE KPUTEPHUEB MJisl TIOJHON U YaCTHUUHOMN
PEMUCCUU U TIPOTPEeCCUPOBaHUS 3a00IeBaHUS

IIporpeccupoBanue 3a6ojeBanus. mnosbinenne >50% CIIP ot ucxomubix nly,
WK HOBBIH 11/y >1,5¢M B iraMeTpe 1o JTMHHOM ocu Win >1 ¢M 110 KOPOTKOM OCH,
utn orcyrctBue otBera: yBenwdeHue CIIP wa >50% ot Hm3mero ypoBHS Yy
nanueHTos B YP

PenuauB. MOsBICHWE HOBBIX THUCTOJOTHYecKH aokazaHHbIX Nz sii/y >1,5 cm B
HanOOJIBIIIEM JHAMETPE

3)  BucnepanbHbIe opraHsbl

IMonnasi pemuccHsi: OTCYTCTBUE YBEJUUEHUs OpraHa npu (pU3MKaIbHOM OCMOTpE
¥ OTCYTCTBHE MATOJIOTMYECKUX HM3MEHEHHi Mpu Tomorpaduu, GUOrCHs THOOBIX
HOBBIX 0YaroB, MOSIBUBIIUXCS MOCIIE JICUSHNUS, [JIS1 UCKITFOYEHUSI TUM(POMBI.

Yacruunas pemuccusi: <50% perpeccun o4aroB nevyeHH, CeNe3eHKU WU JPYTuX
W3HAUaJbHO TMOPAXKEHHBIX OpraHax TMpud BO3MOXHOCTH U3MEpUTh 00beM
nopaxxenusi (CITP), oTcyTcTBHe yBelWYeHHs OpraHa B pa3Mepax U BOBJICYCHHS
HOBBIX OpPraHOB

CTﬂﬁlflJ’ll’BﬂHlflﬂ 3a00JIeBaHUA. OTCYTCTBUE KPUTCPUCB OJIA MOJHOW Y YaCTUYHOM
PEMHUCCHUU U ITPOTPECCUPOBAHUA 3a00J1eBaHMs

IIporpeccupoBanue 3aboneBanus: >50% yBenuueHuss opraHa B pasMepe, WU
nopa’keHWe HOBOI'O OpraHa, Wiu otcytcTBue oTBeTa: yBenudenue CIIP na >50%
OT HU3ILIETO YPOBHS Y MallMEHTOB B YACTUUHON PEMUCCUU

Pel.ll’llll’lB: BOBJICHCHHUEC HOBOI'O OpraHa y IIalfu€HTOB C TOJTHOM peMI/ICCI/Ieﬁ

4)  Kposb
IMoanas pemuccus: By

YacTuuHast pemuccusi: y OONbHBIX cO crajgued 3aboneBaHust B, - cHuxkeHue
KOJIMYECTBEHHBIX MMapaMeTpoB NopakeHus KpoBu >50%0T CXOJHOTO ypOBHS

Crabuaun3anus 3a00yieBaHUs. OTCYTCTBUE KPUTEpHUEB MJisl TIOJHON U YaCTHUUHOMN
PEMUCCUU U TIPOTPeCCUpPOBaHUs 3a00IeBaHUS
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IporpeccupoBanne 3a6oneBanus. BO — B2, wiau noseimenue >50% ot
ucxoaroro ypoBus (5000omyxoneBbix kieTok/|AL)

Pel.ll’llll’lB: IMOBBIICHUEC YPOBH: OITYXOJICBBIX J'[I/IM(i)OLII/ITOB B KPOBH y INAalTUCHTOB C
IIP > B,

V4uThIBass KPUTEPUU OTBETa Ui KOXH, Ji/y, BHCIEpalbHBIX OPraHOB U
KPOBH, OIpeIeIieTCs 00U KpuTepuil OTBeTa Ha JieueHue (tadm. 5).

Ta0mnuma 5
Cxema onpeneneHus o011Iero OTBETa Ha JeueHue
Omnpenenenne Koxa Jily  KpoBp  BuyTrpennue
OpraHbl
[P [TomHOE MCcUe3HOBEHHE BCEX [P Bce xateropuu B [1P/unTaKTHBI
KIIMHAYECKUX CUMIITOMOB
OoJse3Hu
qp Perpecc uamepsiembrx [P Bce xateropuu He B [IP/MHTaKTHBI 1
oKa3aTele Het I1b
Jlnst Bcex kateropuit Het 1Ib, ecmn
qp Kakas-Tu00 KaTeropusi BOBJICUYCHA
HWCXOJHO, IO KpailHeW Mepe OJTHA U3
HUX JI0oJDKHA ObITE B ITP mm YP
Cb He nocturnyra I1P, YP wnm 116 qp Hwu B ognoit kareropuu Hert I1b, ecnu
Kakas-Tu00 KaTeropHsi BOBJICUYCHA
HUCXOJIHO, B HUX He focTturnyta [P
uiau YP
ITP, YP, Cb B moboii kaTeropuu, HA
B oquoi Het I1b
Cb
I1b IIporpeccupoBanue 3aboneBanus | I1b I1b Bo Bcex kaTeropusx
Peunnus | [loBTopHOE nosiBNeHue 60ne3un B | Peruaus | PeruanB Bo Bcex KaTeropusx
I1P

Coxkpamenust: [1P —nonnas pemuccusi; YP —yactuunas pemuccusi; Cb — crabunmzanus
6one3nu; 11b —nporpeccupoBanue 6osie3HI
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Cunapom Ce3apu

Cunapom Ceszapu (CC) coctaBnseT MmeHee 5% OT BeceX MEPBUYHBIX KOXHBIX
mumpoMm.  boneroT  mpeuMmylllecTBEHHO — JIIOAM  TMOXHIJIOTO — Bo3pacta ¢
npeoblialaHleM TMAllMeHTOB MYXKCKOro Tojia, CpeAHUN BO3pacT Haydala
3aboneBanus cocrapisieT 60-65meT.

JIMAarHoCTHKA

1. KpuTepuu ycTaHOBJIeHHS IHATHO3a
MexnaynapoaabiM  obmectBom nuMmdom koxu (ISCL) u  Espometickoii
opra"m3aiuei no mydenuro u jedenuio paka (EORTC)BeIpaboTaHbl ciienyrolme
kputepun nuarHoctuku CC:

e OrcytcTBUe npeauectBytomero ['M
» [eHepanmu3oBaHHas sputponepmus (auddysHas spuTema, NMOKpBIBAIOIIAs He
MeHee 80%noBepxHOCTH Tela c/0e3 IIeTyIeHu s )
e Hanuune B KpoBH JOMWHAHTHOTO KiIOHa T-mumdonuTtoB (ompenpersieTcs mpu
nomornu ITLP uwiu Southern blot)
e Hanuuue ogHoro unu 6osee CleayrOMUX MPU3HAKOB!
0 abCoNIOTHOE KOTHYecTBO KieTok Cesapu B kposu > 1000kmeTok/Mm®
0 moBsimieHo coxepxxanne CD3+ mmm CD4+ xietok mnepudepudeckoit
KpoBu ¢ kodddunmentom otHoinenuss CD4/CD8 > 10 (onpenensiercs
IIPH TTOMOIITA MPOTOYHOMN ITUTOMETPHH)
0 mnoBseimeHo conepxkanue CD4+ knerok mnepudepuueckol KpoBH C

abeppaHTHBIM  MMMYHO(EHOTHUIIOM,  BKJIIOYAIOIIEM  OTCYTCTBHE
skcnpeccun CD7 & 40% CD4+€D7- knetox) wnu CD26 & 30%
CD4+CD26-kieTok)

CC Heo6x0nMMO OT/IMYATh OT APYIMX BUAOB IPUTPOJAEPMUUYECKUX KOMKHBIX
T-KkJ1eTOYHBIX TUMGPOM U IPUTPOJEPMUIN APYTOH STUONOTHH:

* Dpurpoaepmuueckas ¢opma ['M (D-I'M): sputponepmudeckas koxuas T-
KieTouHasi TuMdoma, pasBuBIIascs Ha ¢oHe TedeHus [ M 06e3 BoBIeHEeHHS
kKpoBu. [Ipu pa3BuTuM MOpakeHWs KPOBU W HAJUYHUH BBINIE MEPEUHCICHHBIX
nuarHoctuueckux kputepueB 11si CC 3T ciyyan peKOMeHJI0BaHO 0003Ha4YaTh
kak «CC ¢ npeawectyromnm ['M» unn «BToprynsiii CC»
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e DputpoaepMudeckas KokHas T-kierouHas mmMd@oma, apyras. cliydad,
KOTOpBIE HE YJIOBJIETBOPSIOT nuarHoctudeckum kpurepusm CC u 3-I'M

* JloOpokayecTBeHHBIE BOCHAIMTEIbHBIC JI€PMATO3bl, XapaKTePHU3YIOIIHUECs
IpUTpOACpPMHUE ¥  TOBBIINIEHWEM  KojudectBa  kieTtok Cezapum B
nepudeprudeckoil KpoBu (HarpuMep, aKTHHUYECKUN PETUKYJIOWT HITH CHUHIPOM
JIeKapCTBEHHO-MHIYyLIMpOBaHHOUW  mceBaonmuMdombl). Eciam  abcomroTHOE
KomrdecTBo Ki1etok Cesapu B kposd > 1000 kimetTok/MM® nin Ko3hdurment
otnorrennss CD4/CD8> 10, takue ciiydan peKOMEHIOBaHO 0003HAYaTh Kak
«tceBno-CC».

['ucTonmoruyeckoe, AMMYHOTHCTOXUMHUYECKOE " MOJIEKYJISIPHO-
Ouonornyeckoe (onpenenieHue peapaH)KUPOBKU reHa T-KIETOYHOTO pelenTopa
metogom ITLIP) uccnenoBanus koxu u numdarndeckux y3nos (1/y) (B ciydae ux
yBenudeHuss > 1,5 cM) sSBISIOTCS OMONHUTENBHBIMA METOAaMHU JUArHOCTHKH B
HESCHBIX JMarHOCTUYECKUX CHUTyallUsX y TAIMeHTOB C  XPOHHYECKOU
spUTposiepMHei HescHOW stuonoruu. s muddepeHunanbHOR AMATHOCTUKH
Pa3TUYHBIX BHJIOB SPUTPOJCPMHUUYECKUX COCTOSIHHMA, TIePEUYUCICHHBIX BBHIIIIE,
pPEKOMEHTyeTCsl CIeAYIOIHE anroput™M (cxema 1).

2. CragupoBaHHe H IJIaH 00c/Ie0OBAHUSA
CranupoBanue CC mpoBogutTcsi corjacHo mnepecMmoTpeHHoit TNM
Kiaccudukanuy, npeaiokeHHo MexayHapoJHbIM OOIIEeCTBOM IO JuMdoMaM
Kok W EBporeiickoii opranuzaiueii mo usydeHumto u Jjedenuto paka (ISCL-
EORTC staging system}dbi. 2, pasgen « puOOBUAHBIN MHKO3»). Tak Kak s
naeHToB ¢ CC xapakrepusl sputponepmus (T,) u B,—BoBiieueHne KpoBH, OHU
pactienuBaroTcs kak umerorue VA wm IVB cranuto 3aboneBanus.

[Tarmmentam ¢ CC noka3zaHo oOcjenoBaHHE B COOTBETCTBUU C IIJIAHOM
obcnenoBanust s OompHBIX [ M. Kpome TOro, HEOOXOIUMO BBIIOTHATH
cJeayrolue JUarHoCTUYeCKre UCCieI0BaHus:

* ompejelieHHe TUTOIIANN MOPaKEHUSI KOXKHOTO IMOKPOBA, NMPU HAIUYUU Y3JIOB —
ompejieieHue WX OOIIero KOJMYecTBa, pa3MepoB HaWOOJbIIEro y3la U
BOBJICUEHHBIX 00JIacTel KOXHU

e ompeneieHrne aOCOMOTHOrO KojumdecTBa kjeTok Ce3apu B KpOBH, MPOTOYHAS
mutometpusi  (Bkmouas  CD4+4CD7- u  CD4+CD26-), onpejeneHue
peapanxupoBku reHa TKP B kposn
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Cxema 1

Anroput™m auddepeHITnaTbHON TUarHOCTHKH SPUTPOICPMUYECKON KOXKHOM T-
KJIETOUHOHU TuMOMBbI, cuHapoMa Ce3apu U 100pOKaueCTBEHHBIX SPUTPOIEPMUi

l | SPUTPOLEPMUA | l

ATUNWYHBIE KNETKH B Neprdeprdeckoi
Buoncus Kommn KpeBu, aGeonioTHLIA NUMGOLMTOs, UK Mepudpepuyeckan
NoBbILEHHBI# KoaddulveHtT CD4/CD8 numcpaneHonaTus

: :
v

A7 Sa

He- KpynHble KreTku Knetkn
[narHocTnyecKas f——— Py it A, il
THETOHO rucTonorus (>14ym) pasmepoB
T-KNeTo4HbIA T-KNETOMHbI
MMMYyHOEHOTHN UMMYHObeHoTIUN
,D'GPMETBI'IE[TVNECKEFI
nvmdageHonatus Mumdroma
AbeppaHTHbIi | 1 Hopma I i para G ViFi Hopma I
abeppaHTHBI*
AHanua
reHa TKP Auanus rexa TKP/ AHanus
LuTOreHeTu4ecKnun reHa TKP
aHanus
rKnou4 HeT knoxa ] { Knon + J | HeT knoHa l [ Het knoxa | KroH +
ToT xe KnoH T-KNETouHbIA KNOH OaunHaKoBbIi KNOH
nepucbepuyeckoi B nepuchepuyeckoi B KOXE H_
KpOBU KpOBM nepuchepu4ecKoit KpoBu
OA 1 HET | OA HET HET
BeponTHo BepoaTtHo a—
3-KTKN nglf.?'zgo PeaKkTUBHbIN 3-KTKI (CC) peakTUBHLIH S?KTKH 3-KTKN
b npoecc npouecc

TKP — T-xneTounslit pementop
3-KTKIJI —sputpoaepmuueckas koxkHast T-kinerouHast tumdoma

* AHOpMalIbHBI WK abeppaHTHbBIM (enoTun: moBblmeHHas nomysinuss CD4+ kineTok B
nepudeprueckoil KpoBH; abeppaHTHBI QeHotun: orcyrcTBue skcnpeccun CD7 & 40%
CD4+CD7- kiretok) mu CD26 & 30% CD4+CD26x1eToK)
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2
JleyeHue

1. JleueOHasi TAKTHKA

PaznuunbsiMu HCCJICAOBAaHUAMU OBILII0 ITIOKa3aHo, qTo (paKTOpaMH,
BJIMATIOIIMMHA Ha IIPOTHO3 3a6OJ'[eBaHI/IH, SIBJISIFOTCSI.

* BO3pAacCT ITALIMEHTA
* noBbllIeHue ypoBH: JIJII' kpoBu
* mopaxenue a/y

¢ CTCIICHDb TAXKECTHU BOBJICUCHUSA KPOBHU

Brei6op Buma tepanuum mnpu CC pomkeH 0a3upoBaThbes Ha OTNpeesieHUH
CTENeHU TsHKeCTH 3abosieBaHMs (YUUTBIBAIOTCSA CTENeHb WH(DUIBTPAIMM KOXKH,
HaJIM4YUe/OTCYTCTBHE KOXHBIX Y3JIOB, BBIP@KEHHOCTDH JIMM(aIeHONaTHH, CTEIeHb
TSOKECTH TTOPAKEHUS KPOBH, ypoBeHb ToBbleHus JIJAIT u nelikormuToB B
nepudeprudecKoil KpPOBH), CKOPOCTH €ro IpOrpecCUPOBaHUS U BIUSHUSA Ha
KayecTBO KM3HM TalMeHTa. [IpM Ha3HAYeHWH Tepalud PEKOMEHIOBaHO
COOJTIOIaTh CIIEAYFOIINE TIPUHIIMITBL:

* 10 BO3MOXHOCTH u30eraTb MOJABICHHUS KMMYHHOTO OTBeTa, Ha3HA4YeHUeE
UMMYHOMOIYJIUPYIOIIEH Tepanuu SBISETCS MPeANOYTHTEIbHBIM

* TpoBeleHHWE KOMOWHMPOBAHHOM WM  MyJIbTUMOJANbHON  (Hampumep,
coyeTaHWe CHUCTEMHOW WMMYHOMOIYJIMPYIOUIe H HapyXHOW) Teparnuu
npuBOIUT K Oosiee 3¢ (eKTHUBHBIM pesynbTaTraM, 4YeM MpoBefeHHe 000
MOHOTeparuu

* CBOCBpEMEHHAas IMarHOCTHKA M JieYeHre NH(DEKIMOHHBIX OCIIOXKHEHUH (MHOTIa
Jlake TPU OTCYTCTBUU KIMHUYECKHUX MPU3HAKOB MH(EKIMOHHOTO Ipolecca Ha
KO’Ke) MPUBOJUT K YIIyUYIICHUIO COCTOSIHUS TIAIIMeHTA

e OosnblIoe 3HaUCHHE UMeeT JeueHHe 3y/1a, 3HaUUTEeIbHO CHIDKAIOIIEero KaueCTBO
KU3HU.

2 o o

M3-3a BblpaXKEHHOM reTeporeHHOCTN U HU3KOM pacnpoCTpaHeHHOCTH 3a601eBaHNA, KONNYECTBO
KOHTPO/IMPYEMbIX KIMHUYECKUX NCCeA0BAHNIN HEBEIMKO, MOSTOMY BCE PEKOMEHAALMM AaHHOro pasaena umetoT
ypoBeHb aokasatenbHoctu -1V, C-D
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2. Tepanusi nepBoii JTHHUH.

HaubGonee s3¢ppexTBHBIM METOAOM IEPBOI INHUK TePAINlMU B HACTOSIIIEE
BpeMms y nanueHToB ¢ CC siBIisieTcs SKCTpaKkopnopabHblii potodepes (IKD),
OCHOBaHHBII Ha coueTaHUH Jeiikadepesa 1 00IydeHUs JeHKOIUTOB,
npeaBapuTelIbHO 00paboTaHHBIX GoTOCceHCHOMIM3aTopoM (8-
METOKCHUIICOpaIEHOM), YbTpadroneToBsiM cBeToM auamnazoHa A (320 - 400am).
[Tepen nposenenneM DK® HeoOX0AUMO ONpeIenTh UPKYIUPYIOMIHMA KiIoH T-
nuMdoruToB B kKpoBu. DK® He mokaszaH naiueHTam ¢ mopaxeHuem J/y u
BUCIepanbHbIX opraHoB (ctaguu IVA u IVB). CeaHchbl POBOIAT OJMH pa3 B IcHb
B TeueHue 2-X HeH ¢ 4-X HelenbHbBIM nepepbiBoM. [IpenmyiiectBamu MeToaa
OK® sBnsitoTes ero Xopolasi IepeHOCUMOCTh OOJIBHBIMHU M OTCYTCTBHUE
BBIp@XEHHBIX MTOOOYHBIX sIBICHUH. J[J151 ycTpaHeHHs OTpUIIATEIbHOTO BO3ACHCTBHS
Ha OpraHu3M (POTOOKUCICHHBIX IPOAYKTOB B TIEpHO] TIpoBeieHus Gorodepesa
pEeKOMEH/IyeTCsl Ha3HaYeHWe aHTUOKCUIaHTOB (ToKodepoia, beTa-KapoTuHa,
celieHa).

NuTtepdepon-a-2a (I FN-a-2a) Takxe MOXKET HCIIOJIB30BaThCs KakK Mperapat
nepBoit inHNU 17151 CC, oH >dekTuBeH B 60JIee BHICOKUX J103aX, yeM rpu [ M: 9-
18 MU exenneBHO B TeueHHMe 3-X MecsleB, 3areM 3 pa3a B Hexemo. [lpu
HEMEePEeHOCUMOCTH BBICOKHMX /103 HazHayaroT 3-6 MU exenneBHo uiau 3 pasza B
HEeJEIIIO.

Tepanust HuskumMu go3amMu  MetoTpekcara (<100 mr/Henmemo) Moxer
Ha3HauaTbCsl KaK MOHOTEpamusi NpU OTCYTCTBUM BO3MOKHOCTEH TMpOBEEHUS
JIPYTUX BUIOB JICUSHHUS.

Buabsl KOMOMHMpPOBAHHOW Tepanuu, peKkoMeHaoBaHHble s JedeHuss CC,
npuBeieHbI B Tabnuie 1.
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Tabmnura 6

Buasl KOMOMHUpPOBaHHON Tepanuu, UCIOJb3yeMble ITPH JICYEHUU CUHApPOMaA

Ce3sapu (Tepamnusi epBoii JIMHUH)

1)KomOuHanus
CHCTEMHOM Tepanuu HapY’KHOU Tepanuu
IFN-a I[IYBA
MeTtoTtpekcat Koptukoctepouiapie KpeMbl
DKo TOK
IFN-a TOK
2)KomOuHarmst

CHCTEMHOU Tepanuu

CUCTEMHOU Tepanuu

OKD IFN-a
DKo MertoTpekcat
IFN-a MertoTpekcat

ITYBA - nicopanen+ynbTpaduoieToBoe o0aydeHue crekTpa A
OK® —skcrpakopnopalibHbIil poTodepes

TOK —ToTanpHoe 001y4eHrue KOXH1

3. Tepanusi BTOpO¥i JINHHUH.

Btopasi nuHus Tepanuu npuMeHseTcsl MpU OTCYTCTBUM OTBETa Ha JieUeHUe,
pedpakTepHOM TeueHUHW 3a00JIeBaHUsI WUJIM €ro MPOrpecCUpOBaHUU, HECMOTPS Ha
MPOBEICHHOE JiedeHue IepBod nuHWU. BbIOOp mpemapara 3aBUCUT OT BO3pacTta
MalyeHTa, CTENeH! TSIKECTH MOPaKeHUs KPOBH, OOIIEro COMaTHYeCKOro craTyca
Y MIpeJbIAYLIUX BUJIOB JICYEHUS.
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B Tepanuu Bropoi nuHum npu sedeHud CC UCMONB3YIOTCS CleayroIIue
npenaparsl:

1. XnopaMOymwI (JIetixepan) B coYeTaHUH c CACTEMHBIMHU
TIIFOKOKOPTUKOCTEpOUAaMu: xyopamoOymn 2-12 mr/nens + npegausonon 20
mr/neHb. OCHOBHBIM MOOOYHBIM 3(PGHEKTOM SIBISIETCS JIEMKOMEHUs, K paHHUM
noOouHbIM  3ddexTam  OTHOCATCS  MHENO- HW  HMMYyHOCYyIpeccus,
THIIEPYPUKEMHUS, K OTCPOYECHHBIM — aMeHopes, 0eCIIoine, HHTePCTUIINATbHBIHI
¢GbuOpO3 JIerKKX, IUCTUT, FeaTOTOKCUYHOCTb, TeprUdeprdecKas HelponaTHs.

2. TlerunupoBaHHBIN JHIIOCOMANBHBIN AOKCOpYOULIMH: BBoautcs B no3e 20-30
mr/m® B/B Kaxple 2-4 Hemenn.

3. Uuruburopsl rucrongeanetrminaz (HDACI) (Bopunoctat). Hasnauaercs
nepopanbHo 1m0 400 Mr exemHeBHO A0 JOCTHKEHHS TIIOJTHOTO KOHTPOJIS
(oTcyTCTBHE TPHU3HAKOB JallbHEHIIEr0 MPOTPECCHPOBAHUA) HIH JKE JI0
MOSIBJIEHUSI TIPU3HAKOB HEMPUEMIIEMON TOKCHYHOCTH. M3 T0O0UYHBIX 3P heKTOB
BCTPEYAIOTCS TPOMOOIMTOIIEHHSI, aHEMHUsI, aHOPEKCHS, TOIITHOTA, MBIIICYHbIE
CITa3MBl.

4. I'emmurabun (['emsap): 1200mr/m? B 1, 8u 15 e 28-1HEBHOTO LUKIA (3-6
KypcoB). [Ilpemapar Xopomio TepeHOCUTCS, W3 MOOOYHBIX APPEKTOB
HaOJIFOAFOTCS HEWTPOIIEHHSI, TPOMOOIIUTOTICHUS U aHEMUS.

5. Heokcukodopmurun ([Tentocratnn): 4-8 mr/M/nens 3 nHs Kaxasie 28 mHeil.
[ToGouHbIe 3phEeKTHI: TeMaTOJOTHYECKHE, TaCTPONHTECTHHAIBHBIE.

6. Coueranue ¢uynapadbuna (25 mr/m® kaxasie 3-4 Heaenu) u ukiodochamuaa
(250 mr/m%/nens 3 us 1 pa3 B MecsiIl) B TeueHre 3-6 MecsIeB.

7. AnnoreHHasw TpPaHCIUIAHTAIUS KOCTHOTO MO3ra MOYET paccMaTpPUBAThHCS Kak
MOTEHITMAIBHO BO3MOXHBIM BHJ JiedeHUs y nanueHToB ¢ CC ¢ arpecCHBHBIM
TEYeHHEM U OTCYTCTBHEM d((deKTa OT CTaHIAPTHBIX PEKUMOB TepPaITHH.

4. Tlopaep:xkuBaIasl Tepanusi

Hapy»xHbre " CUCTEMHBIE (10-20 wr MpeIHU30JI0Ha/CyT)
TJIFOKOKOPTHKOCTEPOUIBI MCIIONB3YIOTCS B BHJE IOJAEPIKUABAIOIIEH Tepanuu y
narmentoB ¢ CC. Ilpu anuTenbHOM MNPUMEHEHWH WX OTMeHa OOBIYHO
accoIMMpOBaHa C PEIUANBOM 3aboyieBaHMs, MOOOYHBIE S(PQPEKTH BKIFOYAIOT
atpoduro KOXH (pW JJIMTENLHOM HApPYXXKHOM IPHMEHEHHWH) W TI0/aBJeHHUE
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GYHKIMM ~ HAOMOYEUYHUKOB W/MiaM  ocTeomnopo3 (MpuU  paclpoCTpaHEHHOM
anTuIMKaluu HapYKHBIX WIH JUTUTETEHOM npueme CUCTEMHBIX
TJTFOKOKOPTHKOCTEPOHUIOB).

K nomonHutenbHbIM BHJaM Tepanuu oTHocutcs Qortotepanus: [TYBA-
Tepanusi U y3koBojHOBoe Y®O crnektpa B (311 M) (cM. miaBy « pubOBUIHBII
MHUKO3»).

[IpumeneHnue neiikadepesa yaydllaeT pe3yJbTaThl CTaHAAPTHBIX BHUOB
Tepanuu, yMeHbIIaeT 3y U KOJIn4ecTBO KieTok Ce3apu B KPOBH.

ToraneHoe o6nyuenue koxu (TOK) B moze 20-40 I'p pexomeHOOBaHO
KOMOWHHMPOBATh C JIPYTMMH BHJaMU CUCTEMHOW Tepanuy WIA MPUMEHSITh Kak
MOHOTEPAIHIO C MATTHATUBHBIMU TIEJISIMHU.

bonbmioe 3Hauenme B BemeHuu mnanumeHtoB ¢ CC  wummeer Tepamnus,
HarpaBJIecHHass Ha CHUXXEHWE WHTCHCUBHOCTU 3yJla W Pa3IUYHBIX HeWpomnaTuii
(omnyrieHmii xKeHHsI, OOJM, CTATUBAHUS KOXH, mapecte3uid). JIs yMeHbIIeHUsS
ATUX OINIYIIEHUH WCTIONB3YIOTCS YBIQKHSIOMNE KPEeMbl W aHTUTHCTaAMUHHBIC
npenapaTsl. M3BecTHo, uTo Koka OonpHBIX CC M30BITOYHO KOJOHU3WPOBAaHA
S.aureusposToMy aHTUOMOTUKOTEpAIUs MPUBOJIUT HE TOJBKO K CHI)KEHUIO 3y/Ia,
HO W K YIy4lIeHWIO TedeHUs 3abosieBaHus. [Ipu BbIpa)kKeHHOM 3yl
PEeKOMEHJIOBAaHO Ha3HauYeHHWe raballeHTHHa — Mpernapara, HCIOJIb3yeMOTo s
JedeHus Heiponatnueckux 6oneii. Hauunarot ¢ qo3e1 900 Mr/nens B 3 mpuema u
MoCTeNeHHo yBeauunBaoT 103y 10 3600 mr/menn. [loGouHbIl cenaTHBHBIN
addexT  MO3BOJSLET MAIMEHTaM HOPMallu30BaTh HOYHOU coH. J[s ycwiieHus
CHOTBOpHOTO 3 dexTa B HOUHOE BpeMs K Tepanmuyd MOXXHO J00aBUTh 7,5-15mr
MUpTa3arnuHa H/HOYb.

5. Omnpenenenne d3pPeKTUBHOCTH JIeUeHHS

[Tpu CC ucnons3yroTcsl KpUTepUr OTBETa Ha JieueHue, npeioxennsie |ISCL,
EORTCu AmepukanckuM KoHcopuuymoM 1o koxxHbsM JTumpomam (USCLC) ¢m.
rinaBy «I puOOBHIHBIN MUKO3).



30
CD30+ aum¢ponposndepaTuBHbie 32001€BAHU KOXKHU:
JuMGoMaTOUIHBIH MamyJes,

NMEPBUYHAS AHATIACTHYECKAS KPYNMHOKJIETOUHAA JUM(POMA KOKHI
['pynna nepBuuHbix KoXkHBbIX CD30+mumdonponndepaTuBHBIX 3a00eBaHUI
(JITI3) sBnsieTcst BTOpOM MO 4YacToTe BO3HMKHOBeHUs (mocie TpuOOBUIHOTO
MHUKO3a) U cocTaBisieT 25% Bcex MepBUYHBIX JTUMPOM Koxu. OHa MpeacTaBiseT
coboit criekTp 3abojeBaHuil, BKIOYArOIHi TuMdomMaTonaublii mamyne3 (JIull) u

nepBuuHyo aHamactudeckyto CD30+ kpymHOKIeToOuHyl0 JIUMQPOMY KOXHU
(AKJIK).

3a6oneBaemocth JIull m AKJIK B mwupe cocraBiaser 0,1-0,2 caydas Ha
100 000 nacenenusi. Jlull m AKJIK MoryT BO3HHMKaTh BO BCEX BO3PACTHBIX
KaTeropusix, CpeqHuil Bo3pacT nebrota 3abonesanus mist Jull 35-45 ner, ans
AKIJIK 50-60 nmer. CootHomenue 3aboneBmmx JIull Myx4wH W KeHIIWH
cocrasiiser 1,5:1, AKJIK — 2-3:1.

JIMArHOCTHKA

Jnaraoz CD30+II13 ycranaBnuBaeTcsi HA OCHOBaHWHM KOMILUIEKCHOU OTICHKU
XapaKTepHOW KJIMHUYECKOW KapTHUHBI 3a00JeBaHUS, THUCTOJOTHYECKOTO M
UMMYHO(DEHOTHITHYECKOTO MCCIIeOBaHUS OMOIITATOB U3 0YaroB MOpPakKeHUsT KOXKH.

Kiannudyeckoe o0cjegoBaHue TIalieHTa HMeeT OOJIbIIOe 3HAYEeHHE B
nuarHoctuke Jlull, Tak kak 1aeT BO3MOXHOCTh HE TOJBKO 3anono3puts Jlull, Ho u
ONpPE/IeNINTh ONTUMAJIBHBIN 3JIeMEHT KOXXHOM ChIM JJIsi TMOJIydeHusl Ouonrara
KOXH. [l TrHCTOJOrH4ecKOro HccaeJ0BAHUS PEKOMEHJOBAaHO BBINIOIHATH
MIOJIHOE yiajieHre HanboJjiee BRIpaKEHHOro y3enkoBoro sneMenta (mpu JIull) wm
UHIU3HOHHYI0 Ouorcuto y3ia (mpu AKJIK).

B  OompmmHcTBe cimywaeB  JIull  xapakTepusyeTcss  XpOHHYECKHM
NOOpOKAYeCTBEHHBIM TEYeHWEM U He BIHUSET Ha BBDKUBAEMOCTh, OIHAKO
naiedTsl ¢ JIull uMeroT BBICOKHMI PHUCK pPa3BUTHS BTOPUYHBIX KOXHBIX HIIH
HOMAJBHBIX JTUMQOTIPOTUPEPATUBHEIX 3a00JIeBaHUM, BKIOYas TPUOOBUIHBIN
Muko3 (['M), KOXHYIO WM HOJAJIBHYI aHAIIACTHYECKYIO KPYITHOKJIETOUHYIO
mampomy u nuMmdomy XomkkuHa. Otu  Jlull-accommmpoBanHble TUMGOMBI
pasBuBaroTcs B 4-25% cnyyaeB y manueHnTtoB ¢ JIull u Moryt npenimiecTBOBaTh
JIull, BO3HMKATh OJJHOBPEMEHHO C HWM WJIM IOCIIe ero HaJala, 9T0 He0OXOIUMO
YUUTHIBATh B Ipoliecce ycTaHoBneHus: nuarHoza. AKIJIK taxke xapakrepusyercs
OJIaroNpHUATHBIM MPOTHO30M C D-JIeTHEH BhIKMBaeMoOCThio Mexy /6%wu 96%.
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Tabmuma 7

CragupoBaHue MePBUIHBIX TUM(OM KOXH, oTAUIHbIX oT [ M/CC, coriacHo
pexomenganusm ISLE-EORTC

Ko:xa

T1 OOUHOYHBIN 3JIEMEHT KOYKHOM CHIITH
T1, — KOXXHBIH d5IeMEHT < 5CM B Tuamerpe
T1p — KOXKHBINA 3JIEMEHT > S CM B IMAMETPE

T2 OuaroBoe IMOPAXECHUE KOXKH. MHOXKCCTBCHHBIC BBICHIIIAHUS, OTPAHUYCHHBIC 1 30H01 nnn
ABYMS pAAOM paCIIOJIOKECHHBIMUA 30HAMHU*

T2, —Bce BBICHINIAHMS pacmofiaratotes B 30He < 15¢m B iuamerpe
Top - Bce BBICHITaHUs pacrnoiararores B 30He > 15¢cm < 30cMm B tuameTtpe
Toc —Bce BeICHITIaHUS pacmosaratores B 30He > 30cM B 1uameTpe
T3 [@'eHepann3oBaHHOE MOPAKEHUE KOKHU
ha—MHOECTBEHHBIE BBHICBHIIIAHUS, 3aHUMAIOIIIE HE PSIIOM PACIOJIOKEHHBIE 30HBI
B —MHOKEeCTBEHHBIE BEICHIITAHMUS, 3aHUMAIOIINE > 3 30HEI
JlumdaTudeckue y3Jjbl

No Het yBenmuuenus nepudepudeckux u MEHTPATLHBIX TUM(PATHIECKUX Y3JI0B, UX OHOTICHS HE
TpedyeTcs

N1 Ilopaxenue 1 rpynmsl nepudepruueckux TMM(paTHIecKux y3J10B, IPECHUPYIOIIUX 00J1aCTh
HaCTOSIIMX WUJIH MTPEIIIECTBYIOIUX KOXKHBIX BBICBIITAHUI

N2 Ilopaxenue 2 unu Gojee rpymni nepupepuyeckux JuMQPaTHUECKUX y3JI0B, WA MOpakeHHe
TMOOBIX IepupepuIecKux TUMQPaTUIECKUX Y3JI0B, HE IPEHUPYIOMUX 00JacTh HACTOSIIUX WIH
MPEIIIECTBYIOUINX KOKHBIX BBICHIITAHUH

N3 IlopaskeHue neHTpalbHBIX JUM(PATUUECKHX Y3I0B
BuyTpenHue opransl
Mo Her BoBieueHNsI BHyTPEHHUX OpPraHOB

M; BogieueHne BHYTPEHHUX OPraHOB (C yTOUYHEHHEM OpraHa ¥ MOp(HOIOTHICCKAM
MOITBEPIKICHUECM )

* JleneHre KOXKHOTO MTOKPOBA Ha 30HBI MPUBEICHO HA CXeMe 2
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Cxema 2
30HBI KOKHOT'O TOKPOBa

BC

MMn
MMp+K

AT HC+#

L% J

M6 ns NG
Mnr+Cr nr+Cr \ nr+Cr

I'Il — ronosa u mest; I'pKn — rpynnas kietka; BC — Bepxusig yacth cniunbl, HC+5 — HuxHsIs
4yacTh CUHBI U sroullsl; JK+Al' — x%uBOT u aHorenuTasibHas obnacte; [IIIn — npaBoe mieyo;
[IIIp+K — npaBoe npennneuse u kucth,; JIIIn — neBoe mnedo; JllIp+K — neBoe npenmieuse n
kucth, [1b —npaBoe 6enpo; I1I'+Ct —npasas ronens u crona; JII'+Ct —neBast rojeHb U cTomna.
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Jnis  nuarHoctuku JIull wucnone3yroTcs crenyrolue AUArHOCTUYECKUE
KpUTEPUU:

1. KanHnyeckue KpuTepuu

* peuuAuBUpPYIOLIKE BBICBHITIAHHUS CaMOIIPOU3BOJIBHO pa3pelarumxcs
CTPYNITMPOBAHHBIX WJIA JHUCCEMHUHUPOBAHHBIX MAITyJIE3HBIX 3JIEMEHTOB (MO
CaMOIIPOM3BOJIBHBIM ~ pa3pelieHueM [OHUMAIOT CIHOHTAaHHYK) PEerpecCcuro
KaXIOr0 HWHAWUBHUAYAJIBHOTO »JJEMEHTa B TEUYEHWE HEeAelNb WU MECSLEB,
HE3aBUCHMO OT TOSBJICHUS HOBBIX BbICHITIAHUIA)

* B cinyuae ogHoBpeMeHHOrO pa3Butus JIull u I'M knuHudeckas kaptuHa JIull
OyZeT CONMPOBOXKIAThCS MOSBICHUEM TISITE€H, OJISIIEK U y3J10B (B 3aBUCHMOCTH
ot craauu [ M)

2. I'mcrosiornyeckue KpUTEpUU

['uctonornueckne mnpusHaku JIull BapmabenbHBI W 3aBUCAT OT CTaJAHH
pa3Butus 3neMenTa. Beigenstor 4 ructonorndyeckux noarumna Jull. Heo6xoaumo
YYUTBIBaTh, YTO pa3HbIe IMOJTUIIBI MOTYT HaOIOAAThCA y OJHOTO U TOTO JKe
MalueHTa OJJHOBPEMEHHO B Pa3HBIX BHICHITIAHUSX.

e Jlull tum A (Hambornee HYacTO BCTPEHAIOUIMICS). NepPMalbHBIN OYAroBBIN
KIIMHOOOpPa3HBI»  MHQWIBTpAT, COCTOSIIMNA W3  OTHCNBbHBIX  WJIH
crpynmupoBaHHbIXx CD30+01myXx01eBhIX KIIETOK ¢ MPUMEChI0 MHOTOYHMCIICHHBIX
MajblX JUMQOLUTOB, THUCTUOLMUTOB, HEUTPOPUIBHBIX U IO3UHOPUIBHBIX
JIEUKOLIUTOB

e Jlull tun B: snuaepMoTpomnHbId HHPUIBTPAT, COCTOSIIMA M3 aTUIIAYHBIX
CD30+ wmm CD30- nmuMponaHbIX KIETOK MallbIX W CPEeIHUX pPa3MepoB C
1epedbpubopMHBIMY sipaMu (TUCTONOrMYecKasi KapTHHA HaroMuHaeT [’ M)

e Jlull tun C: cnuBatouuecs noist CD30+ kpynHBIX aTUMUYHBIX TUM(OUTIHBIX
KJIETOK, TPUMECh BOCTIAINTENILHOTO HH(MUIbTpaTa He3HAYUTEIbHA

e Jlull tun D: snupepMOTponHbIi MHOGUIBTPAT, COCTOSIIIMA M3 aTUIAYHBIX
CD8+ m CD30+ nmumbouaHBIX KIETOK MalbIX W CPEJHUX pa3MepoB
(rucrosornveckas KapTHHA HAOMHHAET MEPBUYHYIO KOXHYIO arpecCHBHYIO
snunepmoTponHyro CD8+nutortokcnueckyto T-KieTouHyto TUMQpOMY)
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3. AMMyHOrucTroxumMmu4eckue KpuTepuH

B GonpmmncTBe cinydaeB CD30+ onmyxoneBble kieTku 3kcrnpeccupyror CD4,
pexe moryT HabmoaaThess CD8+wmmm CD56+ denoruribt
T-knerouno-accoruupoBannbie  anTurensl (CD45RQO) skcnpeccupyrotest ¢
BapuabenpHOU noTepeit maH-T-kinerounbix anturenos (CD2, CD3, CD5)
Heo6xoamumo yuuThiBaTh, 9TO KpymHbIe aTunuaHO BeITIsAsmme CD30+kmeTku
MOTYT BCTpEUYaThbCsl TPH PA3TUYHBIX BOCIAIUTEIBHBIX W WHOEKITMOHHBIX
3a00JeBaHUAX

Jns muarHoctukn AKJIK wcnmons3yroTcs clienyrompe JAUarHOCTHYEeCKHe

KpUTEpUU:

1. KanHnyeckue KpuTepuu

COJIUTApHBIE, CTPYIITAPOBAHHBIE, T MHOKECTBEHHBIC BBICHITIAHUS

OTCYTCTBHE KJIMHUYECKUX Npu3HakoB JIull, I'M wunmu ngpyrux T-kiIeTOYHBIX
TUMGOM KOXKHU

OTCYTCTBHE BHEKOXKHBIX OUAroB MOPaKEHUS

2. I'ucronornyeckue KPUTEPHH:

IUIOTHBIA OYaroBbld Wiu AUGGy3HBI HHPUIBTPAT, COCTOAIINN U3 KPYMHBIX
TIeOMOPGHBIX, AHAIIACTUYECKUX KIIETOK WM KIETOK ¢ WMMYHOOJIaCTHOM
Mopdooruei

B UHOUIbTpaTe MOTYT OOHApYyKMBAThCS CKOIUIEHHS MallbIX pPEaKTUBHBIX
JTUM(GOITUTOB M 303MHO(DIIBHBIX JIEHKOIIUTOB

3. UMMyHOrucroxumMu4eckne KpuTepuu:

skcnpeccuss CD30 pomkHa oOHapyXuBaThcsi He MeHee dYeM Ha /5%
OITYXOJIEBBIX KJIETOK

B OOJILIIMHCTBE CIIy4aeB OIyXoJieBble KiIeTKH 3kcrpeccupyror CD4 unmun CD8
aHTUTeHbI ¢ BapuabenbHOM motepeit nan-T-kineTounsix anturenos (CD2, CD3,
CD5)

B omiimuue oT HonanbHO# (opmbl pu AKJIK skcnpeccupyercss CLA (HECA-
452)u ue sxcnpeccupyercss EMA

B OTJIMuYKe OT HomalbHOM (hopmbl skcnpeccuss ALK-1 u t(2;5) tpancnokarius
00b19HO 0TCYTCTBYIOT Ipu AKJIK
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CTamem;aHne U IJIAH OﬁCJ’leIlOBaHHﬂ

CramupoBanune CD30+II13 mpoBomuTcs  coTjlacCHO  PEeKOMEHJAIUSIM
MexayHapoaHOTO 00IecTBa Mo JUMQpoMaM KoKW B EBporeickoil opraHu3anuu
10 U3yYEHUIO U JICYSHHIO paKa, KOTOpble OBbLIM pa3paboTaHbl sl TUM(POM KOXKH,
otianuHbix oT ' M/cunnpoma Cezapu (ISCL-EORTC staging system for cutaneous
lymphomas other than MF/SSh6i. 1).

[IpoBogute cragupoBanue 1o cxemam Ann Arbor wnim TNM  He
pEKOMEHIIyeTCsl, TaK KakK IallMeHThl C JUCCEMUHHPOBAHHBIMHU BBICHITTAHUSIMHU
nornaaaroT B Kareroputo |V, 4TO moapasymeBaeT MO3IHION CTaJHIO, TUIOXOU
MIPOTHO3 ¥ MOJKET MPUBECTU K Ha3HAYCHUIO HEaJIeKBaTHOTO JICUCHHUS.

Iliian o6caexoBanua nanueHTos ¢ CD30+JIII3 Bkiarouaer:

1. TmaTensHbIN cOOp aHaMHE3a

* peUMAWBUPYIOLIME  BBICHINIAHUS  CAMONPOU3BOJILHO  pa3pellaroluxcs
CIPYNIMPOBAHHBIX WM JUCCEMUHHUPOBAHHBIX IMAITyJIE3HBIX JI€MEHTOB (IJIst
JIull)

* TMpeAIIecTBYIOINEe WM  COIMYTCTBYIOIUE  JIUMQonpoindepaTuBHbIC
3aboneBanus  (0one3Hp  XOMKKHMHA, HOJAJdbHAs  aHarlacTHYecKas
KpyIHOKIIeTouHast TuMdoma, ['M)

e B-cumnTombl (MTOBBIIICHHE TEMIIEPATyphl Tena > 3¢, MPOJIMBHBIE HOYHBIC
noThI, moTepst Beca 6oee 10%3a mocnennue 6 mecsien)

2. dusukagbHBIR OCMOTP

* KOJHMYECTBO M pa3Mep BBICHIMAHUMN (HAIWYHE TATEH U OJIAIIEK YKa3bIBAaeT Ha
BO3MOJKHYIO acconuaruio ¢ I'M)

* uAeHTH(HKAIUS TaTbIUPYEMBIX JI/y U OpraHOMeraaInu

3. JlaGopaTopHbIe ucciieoBaHuUs
* KIMHUYECKHH 1 OMOXUMHUYECKHH aHamu3bl KpoBH (BKirouast JIJII)
4. Pannosiornueckoe o0clieIoBaHUE

e Jlull: pentrenorpadus rpynHoit kietku, Y3U opraHoB OprOIIHOM MOIOCTH
U Majoro Tasza, WM KOMIIbIOTEpHas ToMorpadus (s MalueHTOB ¢
OTCYTCTBHEM YBEJIMUYEHHBIX JI/y, renaToCIJIEHOMEraluu U B-cuMITOMOB)
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o AKJIK: kommbioTepHas Tomorpadus ¢ KOHTpacTHpoBaHHeM (TpyaHast
KJIETKa, OPIOIITHAS ITOJIOCTh, MaJIbIi Ta3).
5. buoncus xoxu
* THUCTOJIOTHYECKOE WCCIIeI0BaHNE, UMMYHOTHUCTOXUMHUYECKOE UCCIIeOBaHHE,
BKIIIOHaroIee cienyromue mapkepsl: CD3, CD4, CD5, CD7, CD8, CDZ20,
CD30, ALK-1, EMA, CLA, CD56, TIA-1, granzim B, peofin)
6. buoncuss nly: mpu yBenwdenun > 1,5 cM B nuameTtpe W/WIM  TUTOTHOM,
HEepPaBHOMEPHOU KOHCUCTEHIINHU
7. TpenanoOHOIICHS KOCTHOTO MO3ra
e Jlull: He BeITONHSIETCS
e AKIJIK: BpITIONHSIETCS Y TIAIUEHTOB C MHOYXECTBEHHBIMH BBICHITIAHUSIMH H
MOpakKeHUeM PeTHOHAPHBIX J/y

Onpenejenne 3pPpeKTUBHOCTH JICeYEHUA

ISCL, EORTCu AMepuKkaHCKUM KOHCOPLIMYMOM II0 KOXHBIM JUMQomMaM

(USCLC) Obutr mipeioKeHbl CIIeayolle KPUTEPHUH OTBETAa Ha JIeUYeHHE IPH
CD30+1I13:

1. Koxa
A. JInlI:
IMoanas pemuccus (ITP): 100%pa3perienns BbICHITaHAN.

Yacruunas pemuccus (UP): 50%-99% paspemenuss BBICBIIAHUA OT
UCXOIHOTO YPOBHS, OTCYTCTBHE HOBBIX OoJiee KpPYIHBIX —Y3€IKOBBIX
BBICBITIAHHUN > 2CM B AMaMeTpe.

Crabuauszanus 3aboneBanus: ot <50% yBenuuenus no <50% pazpermenus
BBICBITIAHUN OT HCXOJHOTO YPOBHS, OTCYTCTBHE HOBBIX OoJjiee KPYIHBIX
Y3€IIKOBBIX BBICHIIIAaHUHN > 2CM B TUaMeTpe.

YTpaTa oTBeTa: yBelMUeHUE BBICHIIIAHUNA OT HaWMeHbIero ypoBHs Ha 50%
HCXOJ/HOTO YPOBHS Y 00BbHBIX ¢ focTurHytoi [1P nam YP.

IIporpeccupoBanmne 3a00JieBaHUs: TMOSBJIEHUE HOBBIX OoJiee KPYMHBIX U
MEPCUCTUPYIOMINX y3eIKOBBIX BBICHITIAHUHN > 2CM B JMaMETpe WM BHEKOXKHOE
pacrnpocTpaHeHue 3a00JIeBaHUs.
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Pel.ll’llll’lB: MOSIBJICHUE KOXXHBIX BbICBITTAHUM Y ManueHTOB B COCTOAHNU MOJIHOM
PEMHUCCHUU 3a00JIeBaHHS.

B: AKJIK:
IIP: 100%pa3perieHust BEICHITTAHUH.

YP: 50%-99% pazperriennsi BBICHIIIAHUNA OT WCXOIHOTO YPOBHSI, OTCYTCTBHUE
HOBBIX y3JIOB.

Crabuauszanus 3aboneBanus: or <25% yBenuuenus no <50% pazpermenus
BBICHITIAHUHN OT UCXOTHOTO YPOBHHI.

IIporpeccupoBanue 3a00eBaHus: yBeJIMUeHUE BbICHIITAHUN Ooiee yeM Ha
25%o0T MCX0qHOTO YPOBHS, TN YBEITMUEHNE BHICHITIAHUN OT HAMMEHbILIETO
ypoBHs Ha 50%ucxoaHOro ypoBHS y 607bHBIX ¢ focTUrHyTOM [P nmun YP

PenuauB: nosiBieHue KOXXKHBIX BBICHIIIAHUHN y TAIIUEHTOB B COCTOSIHUU MOJTHOM
peMuccuu 3a00J1eBaHuUsl.

2. JInmdartrndeckune y3Jibl

IIP: Bce numdbarndeckue y3iel <1,5 cM B HauOoJblIeM JIUaMeTpe WU
T'UCTOJIOTUYECKH HeraTuBHbIe. Kpome Toro, numdartndyeckue y3ibl, KOTOpble Ha
MOMEHT T[IOCTAaHOBKM JMarHoza Obuin Menee 1,5 cM u 1npu >TOM
TUCTOJIOTUYECKHA TIO3UTHBHBI, JTOJDKHBI yYMEHBIMUTHCA M0 1 cM wim OBITh
THCTOJIOTUYECKH HeTaTHBHBIMU.

YP: kymynstuBHoe cHmkenne >50% CIIP (cymma npousBeneHuit
MaKCHUMAJIEHOTO MPOOIBHOTO pa3Mepa X MaKCUMAJIbHBIH MMOTIePeUHbIid pa3Mep
Ka)XJIOT0 MopakeHHoro J/y) u orcyTcTBUe HOBBIX N/y >1,5cM B nuamerpe 1o
JUTMHHOW OCH WK >1 M 110 KOPOTKO# ocH

Crabuam3zanus 3a0oneBanus: oTcyTtcTBue KputepueB s [IP u UYP u
nporpeccrpoBaHus 3a00s1eBaHus

IIporpeccupoBanue 3aboneBanus: moBbimerne >50% CIIP ot ucxomHbIX
pa3mepoB n/y, wiu HoBbIH JI/y >1,5¢cM B muameTpe mo miuHHON ocH wik >1 cm
o KOpPOTKOM ocH, wnu otrcyrcTtBue orBera: yBenuuenwe CIIP na >50% ot
HU3ILETr0 YPOBHS Yy NauueHToB B YP

PenuauB. MosBlIeHUE HOBBIX THUCTOJOTHYECKH aoKazaHHBIX Jly >1,5 cm B
HauOoJbIIIEM quaMeTpe y naiuenTos ¢ [1P
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3. BuciiepanbHble OpraHbl

IIP: orcyrcTBHe yBenWYeHHUs OpraHa MNOpu (QU3UKAIBHOM OCMOTpe H
OTCYTCTBHE IATOJOTMYECKUX W3MEHEHUH Mpu ToMorpaduu, Guorcus JroObIX
HOBBIX 04aroB, MOSBUBILIUXCS M1OCIIE JeUEHUs, A1 UCKIFOUEHUS TUMPOMBI.

YP: >50% perpeccun o4aroB medyeHH, CeJe3eHKH WM JAPYTHX W3Ha4YalbHO
MOpa)XKeHHBIX OpraHax MpH BO3MOXKHOCTU U3MepHUTh 00beM nopakenus (CIIP),
OTCYTCTBHE yBEJIMYEHUS OpraHa B pa3Mepax U BOBJIEUEHHs] HOBBIX OPraHOB

Crabuam3zanus 3abosneBanHus: otrcytctBue KputepueB mans [P, YP u
nporpeccupoBaHusi 3a00IeBaHUs

IIporpeccupoBanne 3aboneBanus: >50% yBenndyeHus opraHa B pazMepe, WK
Nnopa’keHWe HOBOTO OpraHa, WM OTCyTcTBHe oTBeTa: yBenuueHue CIIP Ha
>50%o0T HuU3IIero ypoBHS y marueHToB B YP

Pel.ll’llll’lB: BOBJICHCHHUEC HOBOI'O OpraHa y IIalfu€HTOB C I1P

Ha nacTosmuii MOMEHT ocTaeTcs Hepa3pelleHHBIM BOIMPOC, MOTYT JIU MPHU
JIull mopaxarbcss nly u BuUcHepalbHble oOpranbl. Bo3nwmkHoBeHme CD30+
nuMmbonponudepaTHBHOT0 mporecca B J/y H  BUCIEpallbHBIX — OpraHax
PEeKOMEHJIOBaHO paclleHHWBaTh Kak accouuupoBaHHyto ¢ Jlull BropuuHyro
aHaIIaCTUYECKYIO0 KPYITHOKJIETOYHYIO JTUM(OMY.

Jleuenne JIull®

JleyeOHAd TAKTHKA

[TpoBeneHHsie uccnenoBanus 3p(HEKTUBHOCTU pa3HbIX BUIOB JieueHus Jlull
MOKa3aJid, YTO Ha HACTOSIIMA MOMEHT HE CYUIECTBYeT TepamuH, CIOCOOHOMN
W3MEHUTh TeueHue 3a0o0JeBaHus WIM NpeloTBpaTUTh Bo3HUKHOBeHue Jlull-
ACCOITMMPOBAHHBIX BTOPUYHBIX JTUM(OM, TOITOMY TaKTHKa BO3JEPKAHUS OT
AKTUBHBIX TePaNeBTUUECKUX BO3/IEUCTBUM ABISIETCS MPEANOYTUTETHHOM.

3 o o

M3-3a BblpaXKEHHOM reTeporeHHOCTN U HU3KOM pacnpoCTpaHeHHOCTH 3a601eBaHNA, KONNYECTBO
KOHTPO/IMPYEMbIX KIMHUYECKUX NCCeA0BAHNIN HEBEIMKO, MOSTOMY BCE PEKOMEHAALMM AaHHOro pasaena umetoT
ypoBeHb aokasatenbHoctu -1V, C-D
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VYuuteiBass mnpekpacHsli nporHo3 JIull m BBICOKYIO YacToTy penuanBOB
OpaKTUYeCKU Iocie Jrboro BHAAa Tepanud OOJBLIIMHCTBY  IAl[MEHTOB
npejajiaraeTcsl TakTUKa «HaOMI0Aal 1 KIu».

Tepanus, penuauBbI U NOC/IEAYIONIee HAOIIOCHUE

JUid nedeHUs MAlMEHTOB C MHOTOYHMCIIEHHBIMM W AMCCEMUHUPOBAHHBIMU
BBICHITAHUSMU C HAWIY4IIUMU pe3yibratamu npumensiercss [IYBA-tepamus (cwm.
rnaBy «[ prOOBHIHBIA MUKO3») U JIeYeHHE HU3KUMHU 103aMu MeToTpekcarta (5-30
Mmr/Henento, ¢ 1-4-HenenpHbIMU TepepbiBamMu). O0a BHUJa Tepallid BBI3BIBAIOT
CHI)KEHHE KOJM4ecTBa U ObICTpOe paspellleHHe BbICHIMaHUNA y OOJbIIMHCTBA
NALMEHTOB, HO IIOJHAsl PEMHUCCUSl JOCTUTaeTcs PEeaKo, I0cie NpPeKpalleHus
nedyeHus (MM CHU)KEHUSI 103bI) OBICTPO BO3HUKAIOT pelUuBhI. M3-3a CKIOHHOCTH
JIull x penMIMBUPOBAHUIO MOXKET MTOTPEOOBATHCA MOAEP)KUBAOIIAsL Tepanus 1Jis
KOHTpoJsT TedeHHs 3abojeBaHus. [lpm 3TOM HEOOXOOUMO YyUWTHIBATH, YTO
quTenbHoe npuMeHeHue [IYBA-tepannn MoOeT NPHUBECTM K MOBBILIEHHOMY
PHUCKY BOBHMKHOBEHHS paka KOXKH, METOTpeKcaTa — K pa3BUTHUIO (HOpo3a MEeUeHH!.

VY nmnanmueHToB C Yy3€JKOBBIMH BBICHIMIAHUSAMH > 2Z2CM B JuUaMeTpe, He
pa3pelaroMXcsl B TEYEHHE HECKOJIBKHX MeCSLEB, MOMKET BBINOJHATHCS
XAPYPrUYECKOE YNAIEHWE DJIEMEHTOB WIM JIOKaJlbHAas JIydeBasi Tepanus Kak
albTEPHATUBHBIN MOJXO0/I BMECTO TAKTUKU «HAOMIOJAN U KU .

JlnuTenbHOe TEPCUCTUPOBAHUE Y3EIKOBBIX BBICHIIAHUN > Z2cM B AMaMeTpe
06e3 OTCYTCTBUSI WX CaMOCTOSITEIFHOTO pa3pelleHus TpedyeT MpoBeaeHus
NOBTOPHOM OWOINCHMA KOXHU JUIsl HMCKJIIOYEHUs] BTOPUYHOM aHAIIaCTUYeCKOU
KPYTHOKJIETOYHOU JTUM(POMBI.

IMammenTs! ¢ JIull momkHEL OBITH OO HAOJNIOAEHUEM B T€UEHUE BCEU JKU3HU
U3-32 PUCKa Pa3BUTHsI Y HUX BTOPUYHBIX JUMONpoiarudepaTUBHBIX 3a00IeBaHU
(4-25% ciiydaeB) make depe3 HECKOJIBKO JecsATHieTHui nocie Hadana JIull u npu
OTCYTCTBUM KOXHBIX BbIchbilanuii JIull. PekomeHmnoBaHbl eXeroiHble OCMOTPHI €
MpOBeIeHHeM peHTreHorpaguu rpyaHoit kinetku u Y3 opraHoB OpromiHoi
MOJIOCTH ¥ MaJIOTO Ta3a.
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Jleuenne AKJIK?

Benenue manmentoB ¢ AKJIK 3aBucHUT oT pa3mMepa, KOJMUecTBa U CTENEeHU
pacnpoCTpaHEHUs KOKHBIX BBICHIITAHUN W HAIUYUS BHEKOKHOTO paCIIPOCTPaHECHUS
3a00J1€eBaHu.

1. Ins AKJIK c¢ conurapHbIMH WJIA CTPYNIIAPOBAHHBIMUA  BBICHITIAHUSIMHU
XUPYpTrudecKoe yJajeHue WiW JiydeBas Teparus SBISIOTCS MPeArodnTaeMbIM
JedyeHHeM mnepBoil quHuH c goctmwkerneM [IP B 95% ciyvaeB. PeruauBbl
Bo3HHMKaOT Yy 40% manueHToB ¢ OJWHAKOBOW YacCTOTOW IMOCiIe 00OMX BHUIOB
neuenus. [Ipu penmauBax, orpaHUYCHHBIX KOXKel, He HaOIrogaeTcs yXyAIeHUs
MPOTHO3a, M OHU He TPeOYIOT APYTUX BUAOB JICUCHUS.

2. Ins  AKJIK ¢ MHOXECTBEHHBIMH pacClpOCTPaHEHHBIMH BBICBHITAHUSMHU
PEKOMEHIOBaHO JIeYeHHe HU3KUMU J03aMK MeToTpekcata (5-25 mgs Hepenmo),
NIPU OTCYTCTBUHU 3P (heKTa MOKHO KOMOMHHPOBATH JIeUeHHE ¢ MHTEPPEPOHOM-
a.

3. Ins  AKJIK ¢  BHEKOXHBIM  paclpoCTpaHEHHEM  pPEKOMEH/I0BaHa
MOJINXUMHUOTEpanwsi, Harnboee yacto npuMensietcs pexxum CHOP.
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