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®EJEPAJBHBIE KJIMHNYECKHUE PEKOMEHIALIMY MO
JTUATHOCTHKE M JEYEHHUIO JUM®OMBI XOKKUHA
(INM®OTPAHYJIEMATO3)

Opzanusayuu-paspabomuuu:
OI'BY « DHKI] JIT'OH umenu J[mumpusi Pozavesa» MHH3/[PABA POCCHH
Hayuonansnoe obugecmeo oemckux 2emamonozos, onkonozoe POCCHH
Konnexkmue asmopoe:
Pymsainyes Anexcanop I pueopsecuy Hupexmop OI'GY « PDHKI] J[I'OH umenu
JIumpus Poeavesa» MHH3/[PABA POCCHH
npogheccop, axademurx PAH
Macuan Anexceii Anexcanoposuy Hupexmop Hucmumyma cemamonoauu
UMMYHONO2UU U KICMOYHBIX MEXHON02UT
DI'BY « PHKI] JITOH usmenu J[mumpus
Poeauesar» MUH3/[PABA POCCHH
npogeccop, O.m.1.



OTBeTCTBEHHBIE UCIIOJIHUTEIIN:

MsxkoBa Haranbs BajepbeBHa — 1-p MeZ. HayK, 3aB. OTACIICHUEM OHKOI€MaTOJIOTUU
OI'bY «DenepanbHblii HAYYHO-KIMHUYECKUI HEHTP JETCKOM reMaTOJIOTUU, OHKOJIOTUHU U

nMMyHousioruu um. Jimurpusa Poragesa» Munsapasa Poccuun

PenensupoBanue, 006cyXIeHHE COJCPKAHUS PEKOMEH AN TPOBOIMIOCH HA pab0UHX

BCTpEYax reMaTosIoroB, UMMYHOJIOTOB, KOH(pepeHIHIX 1 che3nax 2012-2014 rr.

JleueHune u TMArHOCTUKA JUM(OMBI X0’KKUHA (JIMM(OrpanyaeMarTo3)

Kox no MKbB-10 : C81.0, C81.2, C81.3



JIMMPOMAXOKKHHA (JIMM®OI'PAHYJIEMATO3)

Ho3onornueckas rpynna : JlumpomaXomxkuna (JIX)— Koxg mo MKB-10: C 81

Ho3ooruyeckne eIMHULBI:

- Kiaccnueckas nmumpomaXomkkuHa:
Jlumgpoyumapnoe npeoodnadanue (C81.0)
Cmewanno-knemounwiti eapuanm (C81.2)
Jlumgpoyumapnoe ucmowenue (C81.3)

- Honynsipublii BapuaHT ¢ TMMQOUIHBIM ITpeodiaaiaHueM

OIIPEJAEJIEHUE:

Jlumpoma X0oKKMHA — 3TO 370KaYECTBEHHAs! OIyXOJIb JTUMQPOUIHON TKaHU C KIOHAJIHHOM

nponrdepanueil B-kieTok 3apo/bIIeBhIX IEHTPOB JUM(POY3JI0B.

OCHOBHAA UH®OPMAIUA:

JIX 3aHMMaeT IO 4YacTOT€ BCTPEYAEMOCTH IISITOE MECTO Cpeau 3J0Ka4eCTBEHHBIX
3a0ojeBaHUl y JeTeld, ycTynass JuM@oOIacTHOMY JNeiKo3y, HEXOIKKUHCKUM JHUMQoMaMm,
OIyXOJISIM MO3ra U HelpobIacToMe, W COCTaBlsieT 5-7% B CTPYKType OHKO3a0OJIeBaHUM.
3a0oneBaHMe BCTPEUAETCS BO BCEX BO3PACTHBIX IPyMIaX, 3a UCKIIOYEHHEM jaereil 1-ro roga
KHU3HH U PEeIIKO — 10 S-1eTHero Bo3pacTa. Cpenu Beex auMpom y aereit mumpoma XoHKKUHA
coctaBisier okono 40 %, B Bo3pacTHOM Tpymnme 1o 12 ner yamie OOJCIOT MajbUUKH, Y
MIOAPOCTKOB  coOoTHOIIeHHe JIX y MajJbuMKOB U [€BOYEK MPUMEPHO OJUHAKOBO.
3aboneBaemocth JIX y gmereii coctaBmser 0,7-0,9 ma 100 000 nerckoro HaceneHus (10
JTaHHBIM MexayHapoaHbIX peructpoB). [loBbiien puck 3a6onets JIX y netei ¢ nepBUYHBIMH
NJIC — atakcueit-TeneanrnodKTa3iued, araMmario0yIMHeMue, ¢ peBMaTOUIHBIM apTPUTOM H

CKB.

JUATHOCTHKA:



Mopdgosiornyeckas xapaxkrepucruka JIX

OmnyxoneBbiM cyOctpatom JIX siBisitoTcs rurantckue kieTku bepesosckoro-Iltepubepra-
Punp (BUIP), xonmuectBo uXx B omyxonu He npesblmaeT 1-10%. DTo KpyIHbIE KIIETKH,
nocruraromue 20-25 MUKpOH B AWaMeTpe, MMeromme aBa U Oonee saep. Kaxmoe sapo
COZEPKUT 1-2 KpyIHBIE BHIOYXAIOIIUE HYKJICOJBL. Sapa OKpyKeHbl 0OUIbHON 0a30(puiIbHON
Wi cnabooKCH(UIBHON IUTOIUIA3MOM C OKOJIOSJCPHBIM INPOCBETIIEHUEM U yTOJICHHBIM
KpaeM, HepeaKo BakyonuszupoBaHHOH. OOHapysxeHue kietok BIIIP sBisercs HempeMeHHBIM
ycnoBueM nuarnosza JIX. Knerku, umeronme cxoxyio ¢ kinetkamu BPII mopdomoruio, HO
OJIHO s/pO, MOJIyYMJIM Ha3BaHHWE KIETOK XOJKKMHA. CuuTaercs, 4TO OHM SIBISIFOTCS
npeacraausamu kinetok bIIIP, HO He UMEIOT OJTHO3HAYHOIO NMATHOCTUYECKOTO 3HAYEHUS, TAK
Kak MOp(QOJIOrMYecKH OYEeHb CXOXXM C HMMYHOOJAacTaMH, BCTPEUAIOUIMMUCS IIPH

HecTenn(pUIEeCKUX MOPAKECHUAX TUMPOY3II0B.

I'mcronornveckas kiaaccupuxkanus (1971 r), nonosHeHHAs coriaacHo MekayHapoOaHOM

kJaaccuukanuu Jumdpounanbix onyxosaeid BO3 2008 roaa.

Jlumgoyumapnoe npeobnadanue: cocraBusieT 5-6% ot ciaydaeB XJI. ApXUTEKTOHHKA
auM@oy3sia YacTUYHO WJIM TIOJIHOCTBIO cTepra. [laTojmormuecku HM3MEHEHHBIE YUYacCTKH
pacroyiaraioTcsi MPEeUMYIIECTBEHHO B MMApaKOPTUKAJIBHBIX 30HAX MEXAY 3apOJbIIICBHIMHU
neHrpamu. Ompexpensiercs nponudepanuss JTUMPOLUUTOB U TUCTHOLMTOB, YTO TPYIHO
muddepeHIpoBaTE OT peakTUBHOW rTumnepruiasud. OOblMHO He BbIABIAETCA  (HUOPO3,
503MHOGMIBI U TUa3MaTHueckue kietku. Kietku BIIP HemHOroumcieHHbl. DTOT BapuaHT
npeoOiamaeT 'y MYXYMH CpPEIHEro Bo3pacTa, B-cUMOTOMBI M MeAMAaCTHHAJIbHAS

TUM(OaTCHONATUS HE XapaKTePHBI.

Cmewanno-knemounwiil eapuanm (C81.2) Bctpeuaercs B 15-30% cinyuaes JIX, B Poccuu sTot
BapuaHT cocraBisgeT 10 75% ciydaeB JIX y nmereii. Knerku BIIIP u kietkn XomkkuHa
MHOTOYHCIICHHBI. PucyHOK numdoys3na crepr. MHOro 303MHOGWIOB,  IUIA3MAaTHYECKUX
KJIETOK, (pUOpOoOIaCTOB. YUACTKH KJIETOYHON Hposudepalui YepeaytoTcsi ¢ pa3pacTaHUsIMH
COEMHUTENILHOW TKaHH, MOTYT BCTPEYAThCs OYark HeKpo3a. Berpewaercs B mo0OoM Bo3pacTe,

9acTO BOBJICKAIOTCS a0JOMUHATBHBIC TUM(OY3IIBI U CENIE3CHKA.

Jlumgpoyumapnoe ucmowenue (C81.3) camsrii peaxuii Bapuant JIX (menee 1%). Bxiarovaer B

ceOs nBa moatuna — AUQQY3HBIA CKIepo3 U peTHKYyIsApHbId Tun. Juddyssbii ckiepos
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XapaKTepu3yeTcss HAIUYHEeM TIpyObIX pa3pacTaHHid, OecIOpsAIOYHO PACIONOKEHHBIX TSKEH
COCAMHUTENILHOW TKaHH, CPeAM KOTOPHIX PACHOJAraloTcsi HEOOJIbIINE CKOIUICHHUS KIIETOK,
IJIaBHBIM 00pa3oMm — KieTku Xoipkkuna, BIIP, ¢ubpobnactel. PeTuxymnspHbIi BapuaHT
xapakTtepusyercss oOmimuem kierok BIIP. Kpome Toro, MoXer oOIpenensThCsi pazIudHOe
KOJIMYECTBO  THCTHOLMUTOB, HS03MHOQWIOB, JUM(OLMUTOB, IIA3MAaTHUYECKUX  KIIETOK.
KonnareHoBblit (¢pubpo3 He BO3HUKAET, HEKPO3 PACIPOCTPAHEH, PUCYHOK y37a cTepT. YacTto
BCTPEYAETCSl y B3pOCHBIX U MOXWIBIX moael, BUY-unduuupoBanusix sui. B mporece
BOBJICKAIOTCS a0JOMHUHAJBHBIE JUM(OY3IbI, Cele3eHKa, IeueHb, KOCTHBIM Mo3r 0e3

nopakeHus nepudepuueckux IMMdoy3nos

Bapuanum ¢ nooynapuvim cxneposom (C81.1) mambonee yacTeiii BapuaHT JIX B pa3BHTHIX
crpanax (60-80%) mmeer aBa XapaKTEpHBIX MpPHU3HAKA — CBOEOOpa3HOE pPACIOJIOKEHHE
BOJIOKOH KOJUIareHa, NENSIIMX y3eJl Ha y4YacTKH OKpYyriod (opmbl (HOAYNIHM) W HAJIHUUE,
HapsALy ¢ TUIIMYHBIMH KJIETKaMH, «JIaKyHapHBIX KJIETOK». Ha OCHOBaHMM KJIETOYHOTO COCTaBa
HOJYJISIPHBIX CTPYKTYP BBLACISIOT J(Ba THIA BapHaHTa C HOAYJIAPHBIM ckiepo3oMm. Ko
BropoMy THIy (15-25%) OTHOCAT ciyuyau, B KOTOpBIX Oosiee 25% HOIYISPHBIX CTPYKTYP
CoJlep>KaT MHOTOYHCIIeHHBbIe ypouBbie kiaeTku BIIIP, nubo Gomee 25 % HOMyISIpHBIX
CTPYKTYp XapaKTEepH3yeTCsl HCTOLICHHEM IMM(OUAHON TKaHH, b0 B Oonee uem 80%
HOIYJSIPHBIX  CTPYKTYp OOHapyxuBaercs (PUOPO3HO-TUCTHOLUTAPHOE  COJACPKHMOE,
ocTajbHbIe cirydan OTHOCAT K 1 tumy (75-85%). Yacto BcTpedaercs y MOAPOCTKOB, OOBITHO

MOpakaeTcs CPeOCTEHHE U HaguadparMaibHble JIUM(POY3IIbL.

Hooynapnoe numgouonoe npeobnaoanue (HJI): cocrapuser 4-5% ot JIX. Tkasb
auMQoy3sia TOTHOCTHIO MJIM YAaCTHYHO 3aMelleHa WH(WIBTPATOM HOIYJSPHOTO CTPOCHUS,
YacTo coueTaromerocs ¢ 3oHamu auddys3Horo pocra. OmyxoseBble KIETKH MPEACTaBICHBI
mumdoructuonutapasiM (L&H) Bapuantom kmerok BIIP — ¢ kpymHBIM ckilagyaThiM,
CKPY4YEHHBIM  WJIM  MHOTOJAOJIBYATBIM  SIIPOM,  TOHKOM  siiepHOl  MeMOpaHoOi,
MHOTOYHCIICHHBIMA 0a30(HIBHBIMU MEJIKHMHU SAPBIIIKAMH U YMEPEHHO Pa3BUTOM OJeIHO
OKpAIllCHHOW LHTOIUIA3MOM, WHOTJA 3TU KIETKM CPaBHUBAIOT C BO3AYILIHOM KyKypy30i
(popcorn-kietkn). L&H kineTkn oOBIMHO pacroyiaraioTcsi B LEHTPAIbHON 30HE HOIYJISPHBIX
CTPYKTYp U HE 00pa3yloT sBHbIX cKoruieHwid. Tunuuneie kietku BIIIP HeMHOroumcieHHbI
Wi OTCyTCTBYIOT. Cpeam KJIETOK HH(UIbTpaTa npeobiafaioT JUMQOIMTH, B MEHbLIEM
KOJINYEeCTBE OOHAPY)KMBAIOTCS THCTUOLMTHI, KOTOpPBIE MOTYT OO0pa3oBBIBaTh HEOOJBIINE
ckomienusa. Ha mepudepun HOOyISIpHBIX 00pa30BaHUII MHOT/IA BCTPEUAIOTCS PEAKTHUBHBIC
IUIa3MaTUYECKHUE KIIETKH. DO3WHO(UIbHBIE M HEHTPO(PHUIbHBIC JIGHKOIMTHI MOYTH BCETIa
orcyTcTBYIOT. [Ipnbnmsurenso B 18% ciaydaeB B mopaxxeHHOM JHUM(pOY3Je BCTpedyaeTcs

MPOrpeCcCUBHAs TpaHCHOPMAITUS CBETIBIX IIEHTPOB PA3MHOXKEHHUS — OCOOBIN THIT peaKTUBHON
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runepriazud. OH  XapakTepu3yeTcsl MOSBICHHUEM Y3JI0B, NPEACTaBISIOMUX  CO00i
YBEITUYEHHBIH (POJITUKYJ, B KOTOPOM CBETJIBIH LIEHTP Pa3MHOXKEHHS BBITECHEH KIETKaMH
30Hbl MaHTHH. B 70% ciydyaeB BcTpeuaeTcs y MY)KUMH CpPEJHEro BO3pacTa, darle
nopaxxarorcsi nepudepuueckue JTUMQPOY3bl, XapaKTEPHBIM SIBISETCI OECCUMITOMHOE,
MEIJICHHO TeKyllee yBeIHueHHe JTUM(OY3JIOB OJHONW aHaTOMUYECKOH 30HBL. B-CHMITOMBI

BCTpevaroTcs peako. Y Oonee, yem 90% manueHToB yIaeTcsi J0CTUYb ITOJHOW PEMHUCCHH.
HNMmmyHOdeHOTHIHPOBAHKE:

NmmyHOpeHOTHITHYECKHE IPU3HAKY KIIETOK IPH pa3HbIX BapuaHTax JIX

Mapxkep Knaccuueckas JIX Bapuant ¢ HJIII
CD15 +/- -
CD30 + -
CD20 -/+ +
CD45 - +
CD79a -/+ +
EMA - +/-
(aninTenuanbHEIiMEMOpaH
HBIaHTUTEH)
EBYV (B knerkax BIIIP) +(50%) -
T-xn. CD 57+ - +
Ig - +/-

KnoHanbHbIE ITUTOT€HETHYECKHE AHOMAIMU OOHAPYXKHUBAIOTCA B OOJBIIMHCTBE CIIy4acB
Kiaccuueckod JIX mnpum M3ydyeHMHM KapuOTHIIA, YacThl BHYTPUKJIOHAJIBHBIE BapHaluW,
JIOKa3bIBAIOIINE XPOMOCOMHYIO HECTAaOMJIBHOCTb. B  OOJBIIOM KOJMYECTBE CIIy4aeB

ycTaHOBJIeHa aHOManua 14q, kak npu B-Ki1eTouHbIx TuMQoMax.

OBCJIEJJOBAHHUE:

AHaMHe3:

SBnsieTcs BaXXHOM 4acThIO JUArHOCTUYECKOU Mpoteaypbl. OCHOBHBIE BOIIPOCHI



1. obmiee cocrosiHue peOeHKa — HATMYKME TOTepH Macchl Tena 6osee yuem Ha 10% 3a
nocneanue 3-6 mec, cyodeOpunuTeT, HeJOMOTraHue, CI1a00CTh, HOUHBIC OOUITHLHBIC
MOTHI, KOKHBIN 3y]1, cTaboCTh, aHOPEKCHUSI.

2. HaBS3YMBBIM HENIPOLYKTUBHBIN KallleNlb, CHHAPOM BEPXHEH 110JION BEHBI, OXPUILIIOCTh
rosoca, aucharus, AUCITHO

3. Hanuyue Ooyel B )KMBOTE, yBETHMUEHHE 00beMa ) KUBOTA

4. Hanuuue 0oJei B KOCTAX, CIIUHE, TAaTOJIOTHYECKHE TIePETOMbI

5. CpOKHU M TeMIbl yBeTHueHHs TUM(POy3510B .OCHOBHBIM CUMIITOMOM SIBJISIETCS
muMQoaeHONaTHs, yBEINYCHUE TMM(POY3I0B IPOUCXOTUT MOCTEIICHHO,

aCCUMETPUYHO

du3zukajbHoe 00caeI0BaHue:

1. YBenmuuenue numdoysnoB. Jlumbpoysnsl 6e3001e3HeHHBIE TIOTHBIE MOIBHKHBIE,
0e3 MpHU3HAKOB BOCMAJICHMSA, YaCTO B BUAE KOHIJIoMeparoB.. B 90% cinyuyaeB MHHUIIMATBEHO
YBEIUYMBAIOTCS HagauadparMalbHO pPAcIONIOKEHHbIE Tpynnsl JuMdpoysiaoB, B 60-80%
meinsle, 10 60% MeauacTHHaIbHBIE. MOTYT OBITH yBENHYEHBI HAA- U MOJKIIOYUYHBIE,

aKCWIUTSIPHBIC JINM(OY3JIbI, TI00BIE TPYIIBI BHY TPUOPIOLIHBIX, TTAXOBHIE.
2. DKCTpaHOYyJISIpHBIE OYaru

- IpopacTaHue B IUIEBPY, JIETKHE, TPaxer, IUIICBOA W Pa3BUTHE COOTBETCTBYIOLIUX

CHUMIITOMOB, Yallle TUVIEBPHUTA; PEAKO OBIBACT MEPUKAPAUT

- CIUICHOMETAUs: YBEJIMYEHHE cese3eHKH npu JIX BbIABISETCS 4acTO, HO 3TO HE BcCerja
IIPOUCXOAUT 3a CUET €€ MOPAXEHUS OIYXOJIbIO: IIPHU YAAJICHUH CEJIE3CHKU O4Yaru IOpaKeHUs
BBISBIISIIOTCS B 26% ciydaeB. IIpu 3ToM mpakTUyecKkH Beeria ObIBAOT MOPaKEeHbI TUM(OY3IIBI
BOPOT CEJIe3eHKW M TMapaaopTajbHble JTUMQOy3ibl. CHMOTOMBI THUIEPCIUICHU3MA HE

Pa3BUBAIOTCA OAXKE IIPU Bblpa)KeHHOI\/II CINICHOMCT aJ 1IN

- nopaxenue [HHC moxer pa3BuTbcs B Aajeko 3ameqmux ciaydasx JIX, cumnromaruka

OGYCHOBHeHa CAABJICHUCM B MCCTC JIOKAJIU3AlIUN OITYXOJIU;
- IIOPpaKCHUC KOCTel - qamie nopaxxaroTcs NO3BOHKMU, TﬁBOGGI[pGHHBIe CyCTaBhbI,

- BOBJICUEHUE KOCTHOrO Mo3ra BcTpedaercs B 5-10% ciyuaeB JIX u nuarHoctupyercst npu
OOHapy>KEHHH 0YaroB JIMM(OTpaHyJIEeMaTO3HOW TKAaHH C €IMHUYHBIMU KJIETKaMU XODKKHHA
n DbIIIP 1npu rucrosoru4eckoM MCCIEIOBAHUM KOCTHOIO MO3ra, IIOJy4YEHHOrO IIpU

TPETaHOOUOIICHH..



3. ITapaHeorIacTU4ECKHE CUMIITOMBI
- (henomeH reModaronnTo3a, KOTOPHIH MOKET OBITH MPUUUHON TUTONCHUH;
- TPOMOOIIMTONIEHNYECKast MypIypa ¢ TUIIHYHON KIMHUYECKOU Mpe3eHTaIlel;
-Kym0c-no3utrBHas reMoauTHYecKast aHeMHUS;
- CUCTEMHBIN BaCKYJIMT.

JUATHOCTHUKA
1. Knunuueckuil ananu3 Kposu: yMEPEHHbIH HEUTPOQMIBHBIA JEUKOIUTO3 U JTUM(ONEHus,
yBenmuenne COD BcTpedaeTcss MPaKTUYECKH y BceX OONbHBIX. Moryt ObITh yMepeHHas

BOSI/IHO(l)I/IJII/I}I u TpOM60LIPIT03, 4YTO HC UMCCT MPAMOI0 IMarHoCTUYICCKOTO 3HAUCHUA.

2. Buoxumuueckuil anaiu3 Kpogu: MOYEBHHA, KPEaTHHUH, 00Ul Oenok, o0muil OnnupyonH
u ero ¢ppakuuu, AJIT, ACT, JIA, [P, riroko3a, SMEKTPOIUTHI, TaMMAa-TJIOOYIHH U anbda-

2-rI00YIHH.
3. Onpedenenue epynnuvl Kposu u pezyc-gpaxmopa.
4. Koazynoepamma, ummynoznooyaunst A, G, M.

5. Bupyconocuueckoe ucciredoganue: OIpeNENIEHUE aHTUTEN K Bapuueia-zoctep, ObB,

[IMB, B4, Bupycy npocToro repueca, TOkcomiasmosy, renatuty A, B, C (HCV-PCR).

6. Ynempaseykoeoe uccnedosanue nepughepuieckux numgpoy3nos u  opeaHos OpPIOUHOT
nosocmu 1aer WHGOPMAIMIO O HAIWYMU YBEITUYEHHBIX JTUMQOY3JI0B, HHPUILTPATOB B
NapeHXMMATO3HbIX  opraHax. Jlumdoysner nuamerpoMm MeHee 1 cM  cuuTaroTCA
HETMOPAKEHHBIMH, JTUM(}OY31bl quaMeTpoM 1-2 cM TpeOyIoT AMHAMHYECKOTO HAOIOICHUS B

MpoILecce Tepanuu, TMMQOY3Ibl TUaMETPOM OoJiee 2 CM CUUTAIOTCS MTOPAKEHHBIMHU.

7. Penmeenoepaghus epyoHoul knemxku TIPOBOAUTCS B IBYX MPOCKIMIX — MPSIMON 1 OOKOBOI,
MO3BOJIICT BBHISBUTH YBENUYCHHE JUMQOY3JIOB CPENOCTCHHS, WHOUIBTPATHI B JETKHX, HX
BEJIMYMHY U PACTOJIOKEHHUE, CTENIEHb CMEIICHUSI OPraHOB IPYIHOM KJIETKH, HAJIMYUE BBINOTA

B INICBPAJILHBIC TOJIOCTH, IICPUKAPI.

8. Tpenanobuoncus noogzoowrnot kocmu n3 1-2-x touek, kpome A u IIA cranuii 6one3Hwu,

MIPOBOJUTCS IOJT OOIIEH aHecTe3ue



9. Buoncus nepughepuyeckoeo aumghoysna, Hanbonee TUArHOCTHUYECKH MH(POPMATUBHOTO U
HanOonee ynoOHO pacmojoxeHHoro. llaromopdonoruyeckoe, MMMYHOTUCTOXMMHUYECKOE,

OUTOTCHCTUYCCKOC, MI/IKpO6I/IO.HOI‘I/I‘{€CKO€ HUCCIICAOBAHUC MOJTYYCHHOI'O MaTCpuraia.

10.Komnviomepnaa momoepaghusac KOHTPACTHBIM YCHJIEHHEM TPYJHOM KIETKH, OpIOIIHON
MOJIOCTH, TOJOCTH MAJIOr0 Ta3za - HEOOXOIUMBIH KOMIIOHEHT OOCIeqOBaHus Ui

CTaupPOBAHUS ITpOLECCA.

11.Maznumno-pesonancuas momozpaghus NCTIONb3YETCsl JUI BbISBICHUS TOPAXKECHUS

kocTtHo# cuctemsl U [ITHC npu HeoOxoqumMocTH.

12. MemoOwi paduouzomonnotl OuaeHOCMuKY TOJIE3HBI 11 TOATBEP K ICHHS HATTUYHS

KOCTHBIX TIOPKEHUN TPHU HAJTHMYUH ITOKa3aHUH (0601, mepenoMbl)

18
13. Ilo3umpoHHO-9MUCCUOHHAA MOMO2PAaghus C UCTIONB30BAHUEM  F-(hIIyOpOIeOKCUTITIOKO3bI
—MOXET TPUMEHATHCS TMpPU HMHULIUAIBHOM CTAJMpPOBAHUU 3a00JEeBaHMA, JUIA OLECHKH

pPe3yJIbTaTOB JICUEHUS U CTaTyca PEMHUCCHUM, YCTaHOBJICHU penuausa JIX.

Huaznocmuueckue nonrocmuvie onepayuu — TOPAKOCKOIMS/TOMHUS, JANapOCKOIHS/TOMUS C
Oouorncuell BHYTPUTPYAHBIX, BHYTPUOPIOMIHBIX JI/y WIM TEYEHH INPOBOAATCA TOJIBKO MpHU
OTCYTCTBUM YBEJIHUEHHBIX MepU(PepruuecKux JUM(POY3JI0B U HEBOZMOKHOCTH BepH(PHUKAIIUN

JMar’osa.
14. @yukyuonanvHvle uccied08amusl

e DKI, BDXO-KI"
e DODI (Heobs3aTeNbHO)
e TloapocTkam OJIKHA PEJIaraThCsl BO3MOKHOCTh KPHOIPE3epPBAIMK CIIEPMBI H , TIO

BO3MOXHOCTH, KDUOKOHCCPBAllMAd TKAHU ANYHHKA.

Onpenenenue nopaxeHus JuM@poy3JioB

* Ecnmn MakcUManbHBIA quaMeTp TUMQoys3iia Wik KOHIIoMepaTa MeHee 1 ¢M, To peruoH
CUUTACTCS HE MIOPAKEHHBIM.

* Ecian MakcuMallbHBIA JuameTp JUMQOy3iIa WM KOHTJIOMepara COCTaBiisieT Oojee 2
CM, TO PETHOH CYUTACTCS IIOPAKEHHBIM.

* Ecou nuamerp ium¢oysiaa MIM KOHIJIOMEpara CocTaBisieT 1-2 cM, TO BOBJICUCHHE
00JIaCTH B MpPOIIECC COMHUTENBHO, TpeOyeTcsi aHajau3 JOMOJHUTENbHBIX KPUTEPHUEB,

TAKHUX KaK KIIMHUYCCKHUC JAaHHBIC, YIIBTPA3BYKOBOC UCCIICAOBAHUC, OTBCT HA TCpAIIUIO
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(ecnu pa3Mepbl HE U3MEHWIKCH MOCJIE XUMMUOTEPANUH, B TO BpeMsI KaK MOPa’KEHHbIE
TUMQOY3ITBI XOPOIIIO COKPATHIIUCH, TO 001aCTh CYUTACTCS HE BOBICUCHHON).

* Bosieuenue BanpaeiiepoBa KoJiblia YCTAaHABIMBAETCSA HA OCHOBAHWM KIMHUYECKOTO
ocMmotpa, mnpeanoututenbHee JIOP-BpayoM u MHOrIa HE U3MEPUMO: MOPAKEHUE

€CTb/HET; JIOKaJIM3aIHs ceBa/crpaBa; MpoBeAeHUs OMOTIcUN He TpeOyeTcs

Onpenenenue 3KCTPAHOJATbHBIX MOPAKEHHI

IInmeBpa 1 mepuKapa

e Ilnespa cuutaercs BOBICUCHHOM €CIIH:

*  ONyXOJb MPUJICKUT K IJIeBpe 06€3 HHPUIBTPALNY €€ JIUCTKA WU

*  OIYXOJIb IPOPACTAET IPYAHYIO KJIETKY HUIIU

* UMeeTcd IUIEBPAJIbHBIN BBIIOT, KOTOPBIN HE SBISAETCS FEMOPPArn4eCKUM.

e Ilepukapn cuuraercst BOBICUYECHHBIM €CIIU:

*  OIYXOJIb TECHO IIPWIEKHUT K IIEpUKApIy WIH

* nMeeTcs NepUKapIUaIbHbIMBBIIOT.

* TlopaxeHue mIeBpbl U/ UK NIEpUKapaa odo3Havyaercs autepoit E B cragun
3a00JIeBaHMUS.

ITopakeHne JIErKux

e JlucceMuHHpPOBaHHOE MOpakeHue Jerkux (ctanus 1V) onpenensercs ecnu:

* uMeercs 6osee 3 ouaroB WIu

* JIETOYHBIN oyar AuameTpom 6osee 10 Mm.

e Ecnu ouaru nuamerpom menee 10 mm , ctaaus IV He npucBanBaeTcsi, Tak Kak 3TH
MaLlUECHTHI UMEIOT XOPOLIUMI IPOrHO3.

e Jlurepa E ycraHaBiIMBaeTcs, €CIUM UMEETCS OTPAHUUYEHHOE INOPAKEHUE B Ipejaesax
OJHOM JONM JIETKOTO WM pAaCIIUPEHUE KOpPHA JIETKOrO € TOMOJIATEpaIbHOMN
nuMdoaeHonaTHe.

HopaxceHI/Ie NCYCHU U CCIIC3CHKH

*  IIpH MOPAXEHUH MEYECHU BCETJa yCTaHaBIMBaeTcs craaus [V.
*  BOBJICUCHHE TOJBKO CEJIE3CHKH Oe3 MTUM(OaICHONAaTHH, KIACCH(PULIUPYETCS KaK
cragus 1.
* VBenuuyeHHE NEUCHH, CEJIE3EHKN HE 03HAYACT UX MOPAKECHUS.
OuaroBble U3MEHEHHS CTPYKTYpbl II€UCHU/CENIE3EHKH, OIpeaeNsieMble IO JIaHHBIM

YJIBTPa3ByKOBOTO  MCCIEJOBAaHUS  XapakKTEpHbl i1  OIyXOJIEBOIO  IopaxeHus. B
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COMHUTCJIBHBIX ClIydasix, IIeYeHb/CEIe3€HKAa CUYUTAIOTCS MOpaKCHHLBIMU, €CIIn T1I0CJIC
MPOBCACHUA NBYX LUKIIOB XUMHUOTCPAININU OYaru UCUC3JIU UJIU 3HAUYUTCIIbHO YMCHBIUIWINCH B

pa3Mepax

[NopaskeHre KOCTEN/KOCTHOTO MO3ra

Koctu cunrarorcs MOPpaKCHHBIMU CCJIN:

*  TIOJIOKUTENIbHAs! OMOTICUS KOCTH HITH

*  M3MEHEHUs olpenensatorcs no gauHsM KT

e MPT no3uTuBHBIE U3MEHEHHUS KOCTEH M COCEAHMX MATKMX TKaHEeW (HaKOIUJICHUE
KOHTPACTHOTO Ipenapara).

* TlopaxeHne KOCTHOTO MO3Ta OIpeNeNIsIeTCs HA OCHOBAaHMM JAHHBIX TPEHNaHOOUOICUU
KOCTHU.

* TpenanoOuoricust o0s3aTenbHa BO Bcex ciaydasx, kpome | wmmm IIA cragum

3a00JIeBaHUs. HpI/I MOpaKCHUU KOCTH WJIM KOCTHOI'O MO3ra yCTAaHABJIMBACTCS CTaAWA

IV.

IMoxka3anus 1 HHBA3UBHBIX NMPOIETYP

buoricug KocTHOro Mo3ra

e BcewM narmenTaMm co craauei 3aboneBanus >11A momKkHa TPOBOAUTHCS
TPETaHOOUOIICHS U3 OTHOM WM ABYX oOJacTei.

CeJieKTUBHAS JIaIapOCKOIUS

¢ CenexkTuBHas JIarmapoCKOIIHrA 0€3 CINIEHPKTOMHUH MOKa3aHa TOILKO B PCAKHUX ClIydadx,

€CIU TMopakeHne COMHUTENBHO 10 AaHHbIM KT/MPT win yasTpa3zBykoBoro
HCCIIE0BaHUS.

OsBapuonexkcus

* Bo Bcex ciryuasix mpoBeACHUS JIyueBOM TEpaniy Ha MOAB3AOIIHYIO 00JaCTh JOKEH
paccMaTpUBaTHCS BOIIPOC 0 HEOOXOIMMOCTH TOMOJIATEPaIbHON OBAPUOIICKCHH Y
JIEBOYEK.

e OBapHoneKcusi 0COOCHHO MMOKa3aHa, eClid OXKHuaeMast 103a 00IydeHUs: Ha ASUYHUKH
coctaBuT 6osee 5 I'p., Tak Kak Mpu 3TOM MOKET BOZHUKHYTD JJTUTEIbHA
TUCHYHKIMS SUYHUKA. DTOr0 MOXHO M30€XKaTh, €CIIU JIyyeBasi Teparnus MPOBOIUTCS
¢ poTUBONOJNIOKHBIX 1Tosiel B CO/I 25 I'p. 1 AMYHMK HAXOAWUTCS, KAK MUHUMYM, Ha

paccTosHUU 2 CM OT I'PaHULIbl Ty4eBOM 00J1acTH.
11



e Ilpu mnpoBeneHMHM OBAPUONEKCUU HUTH JOJDKHA OBITH O0S3aTENBHO MOMEYEHA
knuncoi! Ilpouenypa BBINOIHSETCS XMPYPrOM HEMEIUIEHHO IOCIE KOHCYJIbTalluu
Jy4eBOro TepareBTa JI0 Hayasla JIy4yeBOW Tepanuy Ha moaauagparMaibHyo 00J1acTb.

Buoncus mumdoysna

* BpiOop TkaHu 1 00beM OHOTICHUU JTOJKHBI OBITH aI€KBATHBI TOCTABICHHOM
JTUarHOCTUYECKOM 3a7a4de.

* ToukoHuroiapHbIe OMOTICUU TUMPOUTHON TKAHU MOTYT OBITh AMATHOCTHYECKU
3HAYMMbIMH, HO HE BCEra

* Kpaesble Ouorcun TuMQPOUIHON TKaHNU Majio UH(POPMATHUBHBI.

* ®parmeHTanusa Marepuasa KpaiHe 3aTpyIHSET €ro OLEHKY.

* XenatenpHO cornacoBanue oobeMa OHOIICUH C TTATOJIOTOM.

* KpaiiHe xenaTeiabHO NPUCYTCTBHE NATOJIOTA IIPU OUOTICHH.

* Marepuan Ui THCTOJIOTHYECKOTO UCCIIEOBAHUS JIOJKEH OBITh TOMEUIEH B
(buKCUpYIOIIYIO cpely Kak MOKHO ObicTpee. Henb3sl 1omycKaTh BHICBIXaHUS
MaTepHana.

* CoorHouleHue 00béMa PUKCHPYIONIEH cpellbl K 00bEMY PUKCHPYEMOro 0ObeKTa He
meHee yeM 10:1

* Bpewms ¢ukcanum He 101KHO ObITh MeHee 12 u Goree 48 yacos.

HeanexBatnas (cmabas widm  uype3MmepHast) (QHKcanus TNPUBOIUT K  U3MEHEHHUIO

MOP(OJIOTHUECKUX CBOMCTB TKaHH U apTeQHUIMaIbHbIM pe3yiabTatam UI'X.

I'ucronornueckuii Marepuajl JOJDKEH CONPOBOXKIATHCS HAIIPABJICHUEM, COJAEp KALUM
MHPOpPMALIMIO O TAIMEHTE, JUIMTEIbHOCTH U XapakTepe 3a00JeBaHMA, JOKAJIM3AlMU odvara

MOopaKCHUA, OITMCAHUN OHOIICHUMN.

CTAAUPOBAHHE
ITo MexayHnapoaHoi knmuHnueckoi kinaccupukanuu JIX BeLACTSAIOT 4 cTaauu, OnpeaesieHue
KOTOPBIX MPAaKTUYECKH HE U3MEHMWIOCH CO BpEMEHHM NEepBhIX pa3padoTok (1965r. Ray-

knaccudukanus, 1971r. - knaccuduxanus Ann-Arbor).

Craguu:
1. BoBieueHHne eAMHUYHOTO OTAEIBHOTO TUM(OY3IIa WIN PErHoHa WIH CTPYKTYPbI
2. Bosneuenue 2-x u 60see TUM(pATHUECKUX PETHOHOB IO OJIHY CTOPOHY AradparMel
3. Borneuenue muMpaTHUECKUX y3JI0B WM PETHOHOB 10 00€ CTOPOHBI JradparMel
4. BoBneueHHe SKCTPAaHOJAIBHBIX 00JaCTel, MCKITIOYas CIIy4au, ONMCAHHBIC B

kareropun “E”
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Omnpenenenus

* OrcyrctBue B cumnromos

* [Ipu Hanuuuu XOTs OBI OJTHOTO U3 CUCTEMHBIX CUMIITOMOB

* HeoOwscuumas noreps Beca 6onee 10% 3a mocneanue 6 MecsieB

¢ Jluxopajka, He cBsi3aHHas ¢ uHpekmueit 38 °C

¢ [IponuBHBIC, HOYHBIC TTOTHI

* BoBnedeHne 0IMHOYHOTO SKCTPAHOIATHHOTO yUaCTKa, MPUJICIKAIIETO HIIA CBA3aHHOTO
C OPaXKEHHBIM TUM(PATUICCKIM PETHOHOM HE MEHSIET CTaIUI0

Hckirouenne: nmopaxkeHue nevYeHu U KOCTHOIO MO3ra Bcerja sipjsiercs craguei IV.

[TopaxeHue JNErkUX JAUATHOCTHUPYETCS MO pesynbratam pentrenorpaduu u KT, Ouorncun He
tpebyercs. I[lopakenue cene3eHkH 0e3 MPHU3HAKOB JHUM(POAJECHONATHH KIACCUPHUIIUPYETCS

kak I cragus.

HpI/I HAIMYUA XOTS OBl OoHOro Hu3 CHUMIITOMOB AaKTHUBHOCTU B OIPCACICHUC CTaduU

nobasinsiercs nurepa B, 6e3 Hux — A.
[Tpu nopaskeHUH ceNe3eHKH J00aBIseTcs JuTepa S.

BoBneueHne miieBphl, NEpUKapAa, a TaKKe I[OPAKEHUE JIETKOro ¢ TroMoJaTepalbHON

mumdoaseHonarueit oboznavaetcs aurepoi E.

JIEYEHHUE

OOuMH yCIOBUSMU JICUSHUS MalMeHTa ¢ JIMM(POoMOil XOIKKUHA SBISIOTCS:

* [IPOBEJIEHHUE IMOJUXMMHMOTEPANNN B COOTBETCTBUU CO CTaAMEHW WM TPYNION pPUCKA B
CMELUUANTN3UPOBAHHOM CTALlMOHAPE C COONIOACHUEM INPHHILUIIOB CONPOBOAUTEIBHOM
Teparnuy;

* oOecredyeHne aJeKBaTHOTO BEHO3HOTO A0CTyMa, B ToM yncie [[BK;

* ofecriedyeHne aJEKBATHOW TPaHC(QY3MOHHOW TOJJAEPKKH OPUTPOLMTAPHON H
TPOMOOIIUTAPHON MaCCOI;

* obecnieyeHue KomoHuecTUMyupytommmu pakropamu (I'-KCD);

* ajekBaTHas aHTHOAKTEpUAIbHAS TEPaIus B CIydyasX HEUTPONEHUYECKOH JMXOpaJKH
(cm HIXKE);

* coOmoJeHne NpoPHIAKTHYECKUX MEp - YXOJ 3a POTOBOW MOJOCTHIO (TIOJIOCKaHHE
nojoctd pra 4 p B JCHb JE3MHOUIMPYIOUIMMH pAcTBOPAMHU), THUTHEHA KOXKHU
(exenmHEBHOE  MBIThE TOJ  JylleM WIM OOTHpaHHWE BOAHBIM  PAaCTBOPOM
XJIOPTrEKCUNHA), CTPOTras JIMYHasl TUTUEHA POJUTENEH, MBIThE PYK II€pCOHAA.
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* IIPOBEJECHUE JIyYEBOM TEPANNU B CHELUAIU3UPOBAHHBIX PAJUOIOTHYECKHUX LIEHTPaxX

Hoauxumuorepanus: B TeueHwe mocienHero AecATHICTHS B OOJBIIMHCTBE JETCKUX
CHELUAIN3UPOBAaHHbIX  KIMHUK Poccum  ucnomb3yerca  mporokos — jedeHus  JIX,
pa3paboTaHHBI HEMEIKUMHU JeTCKUMU oHKoremartomoramu DAL-HD-90, moka3aBmmii
BBICOKYIO 3((pexkTuBHOCTE: S-neTHss EFS cocraBuna 91% y neBouek u 89% y manbunkos, OS
B oOeux rpymmax 98% (mamnsle G. Schellong). B Hacrosmee Bpems ycuius
NPEUMYIIIECTBEHHO HAIpaBJICHbl Ha CHIDKEHHE 4YacTOTHl OCJIOXXHEHUM, OO0YyCIOBIEHHBIX
tepanueil. Hambonee 9acThiM OCIIOKHEHHEM SBISIOTCS TOCIEACTBHS JIy4eBOW Teparuu
(BTOpUYHBIE OMYXOJIM, MATOJIOTHSI CO CTOPOHBI cepaua), kpome Toro, y 40-60% manreHToB
MY>KCKOTO T0JIa C TPOJABUHYTHIMH CTaIusIMHM 3a00JieBaHMS BCTpedaeTcs azoocrnepmus. B
CBSI3U C 4eM ObUIM MPEeANpPUHATHI MOMBITKA 3IUMHHHAPOBATH MPOKapOa3uH — Kak Haubosee
BEPOSATHYIO MpUYMHY a3oocrepMuu. CyIIecTBYeT HEMHOTO PaBHBIX MO AI(PPEKTHBHOCTH
6moky COPP cxem tepanuu 0e3 BKiIroueHUs mpokapOaszuHa. OnHoii u3 Hux sBisercs ABVD
U, KaK [IpaBWJIO, IPUMEHEHUE y MALMEHTOB MYXKCKoro nosa cxemel ABVD He npuBoaut k
azoocrniepmun. JlakapOa3uH mpenacTaBiseT co00i 3(PPEeKTUBHBIN aTKWIMPYIOUIMHA Mpernapar
st nedenus JIX (wactora otBera o 56% B pekuMe MOHOTEpanuu), MpU 3TOM OH HE

06J1az[aeT BLIpa)KCHHOﬁ TOKCUYHOCTBIO B OTHOIICHWHY I'OHAM.

B 51011 cBs13u ObLT npeasioxkeH HOBBIN npoTokon gedenus JIX - DAL-GPOH-2002, B kotopom
npokapO0a3uH — KaK OCHOBHAsl MPUYMHA PA3BUTHUS TECTHKYJSIPHOW AMCHYHKIMH, 3aMEHEH Ha

naxkapOa3uH, He YCTyNarOIUi IepBOMY B IPOTHBOITYX0JIEBON A(PPEKTUBHOCTH.

B 3aBucumocT oT HHaFHOCTHpOBaHHOﬁ craauu OOJILHBIE JOJIZKHBI OBITH OTHECEHEI B OIHY H3

TepaneBTUUECKUX TPYIIIL:
- I'pymma 1 -1 A/B, IT A

Xumuotepanus 2 ukia OE*PA

Jlyueas Tepanus B 1o3e 20 I'p. Ha nepBUYHO NOpaykeHHBIE 00JIaCTH
- I'pymna 2 -1 EA/B, I1 EA, I1 B,IIT A

Xumnorepanus 2 nukiaa OE*PA u 2 mukina COPDAC

Jlyueas Tepanus B 1o3e 20 I'p. Ha nepBUYHO NOpa’keHHBIE 00JIaCTH

_ I'pyrna 3 — I1 EB, 111 EA/B, 111 B, IV AB
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Xumnorepanus 2 nukiaa OE*PA u 4 mukina COPDAC
Jlyueas Tepanus B o3e 20 I'p. Ha nepBUYHO NOpaykeHHBIE 00JIaCTH

[Tpu HamM4MK OCTATOYHOM omyxoiu, oobeMoM 6osee 100 M1 — 103a Ty4eBoi Tepanuu

yBenuuuBaercs 1o 30 I'p.

[Tpu HeoOxonumocTu o0bmyuenus nedeHu win nouek COJl He nomxna npesbimath 15 I'p,

nerkux — 12 I'p.

JlyueBas Tepanusi 10JKHA HAUUHATHCS B TE€UEHHUE 25 THEW OT OKOHYaHUsS XUMUOTEPANIUU IIPU

BOCCTAHOBJICHHBIX IIOKa3aTCJIAX I'€MOII033a.

IlepBoiii tukn OE*PA HaumHaeTcss HEMEMJICHHO TIIOCHE BEpUPHUKAIMKU JHArHo3a H
YCTaHOBJICHUS CTAJIUH, B CIIy4yae IPOBEICHHUs JANapOCKONMM Tepallus HAa4yMHAeTCs depe3 5

JTHEW OT ONEpaLlUH.
C 16 no 28 nens — nay3a, BTOpOM LIUKJI HaYMHAETCs Ha 29-blii AE€Hb TEpauHy MIpU:
00I11eM YJJOBJIETBOPUTEIHHOM COCTOSHMM MAIMEHTa,
nerikorurax ooxee 2000/m,
rpanynonurax 6omnee 500/m,
Tpombornurax 6o1ee 80000/ M.

TapasebHO XMMHUOTEPAITHH HAIHEHT MOYET TOTydaTh THIIEPrHApaTaLumio 2,5-3 1/m>/cyT

TJIFOKO30-COJICBBIMU paCTBOpPaMHU.

XUMHUOTEpanus NPEephIBACTCS MPU TSKETBIX HH(EKIMOHHBIX 3a00JIeBaHUAX (CETICHC,

IMHCBMOHMS, BETPSAHAA OCIla U I[p)
I[O Ha4dajla KaXJ0ro HukKjia Tepanuu NpoBOAUTCA:

*  OlleHKa UH(EKIIMOHHOTO CTaTyCa,

*  JICTAJIbHBIN KJIMHUYECKUNA OCMOTP;

*  OIICHKA aHTPONIOMETPUYECKUX NTAaPaMETPOB;

* KIMHUYECKUH aHAJIU3 KPOBHU;

e AJIT, ACT, I'TT, bunupyOuH, KpeaTHHHH;

e npyrue auarnoctudeckue uccnegoanus (KL, ®B/I u ap.) npoBoasTcs

HHAWBUIYAJIBbHO 11O ITOKA3aHUSM.
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OE*PA

[Ipenapar Hoza JHu

[Ipeanuzonon 60 mr/m°/cyT p.o. Ha 3 mprema | 1-15

Bunkpucrun 1,5 Mr/M (maxkc. 2 mr) B/B 1,8,15
CcTp.

JlokcopyOuiuu 40 mr/m” 1-6 uac. uadysueii 1,15

Drono3uj 125 mr/m” 1-2 wac. uadysueiit | 1-5

COPDAC

[Ipenapar Hoza JHu

[Ipeanuzonon 40 Mr/™M/cyT p.o. Ha 3 1-15
nprema

Bunkpuctun 1,5 Mr/™M° (Makc. 2 Mr) B/B 1,8
CcTp.

Haxapbasun 250 mr/m” 30 MuH. 1,2,3
uHpy3uen

[Muxnodpochamun 500 mr/m° 1-uac. undysueii | 1,8

Jakap6a3uH o0nagaeT BhIPaXKEHHBIM SMETOT'CHHBIM JCWCTBUEM, B CBSI3U C YEM, NEpe] €ro

BBEJICHUEM PEKOMEHAYETCS UCTIOIb30BaTh S-HT3-aHTaroHUuCThI

[IpenoTBpaleHre TOKCHUECKOTOo eicTBUS HUKIodochaMuia Ha CIU3UCTYI0 MOUYEBBIX ITyTeH

JOCTUTAETCS COBMECTHBIM BBEJIEHUEM €0 C YPOIPOTEKTOPOM MECHOMN (YPOMHUTEKCAH) B J103€

250 mr/m” mepen BBeneHHeM mukiodochana i depes 4 gaca.

XuMuonpenaparsl

DTomno3ug

¢  AUICPTHYECCKHUC

peakimy, MYKO3UThI, nepudepudeckas

Heiponarus, [[HC-

TOKCUYHOCTB, JACTPECCHsI KPOBETBOPEHHUS U PA3BUTUE BTOPUYHBIX OIIyXOJIEH.
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Haxap6azun (DTIC)

e TommHora, pBOTa, OUapesi, TPUNNONOAOOHBIA CHHIPOM, aJUIEPTHUECcKas KOXKHAsS
peaxiusi, TUXopajaka, CBeTOOOS3Hb, JIOKATbHOE Pa3ApaKeHHe Mepu(epudecKux BEH.
Jlenpeccust KpOBETBOpPEHUsI HE3HAUUTEIbHA. PeIKO BO3HUKAET NeYeHOUHast, ToueyHas
u HHC-TokcuuHOCTh (anaTusi, Cy10poru).

Bunkpuctun (VCR)

* nepudepuueckas HeWpomaTHs, 3amop, PEeIKO CHHIPOM HEAJEKBAaTHOM CeKpeuuu
AIl'(= SIAD). B cayuasx pa3BuTHS TsDKeNIOW mnepudepuueckoil HeWpomnaTuu,
0COOEHHO CONPOBOXKAAOLIAsICA HApYIICHHMEM MOTOPHON (DYHKIMM MM MapagduoM
KOHEYHOCTEH peKOMEHAyeTCs 3aMeHa BUHKPUCTHHA Ha BUHOJIACTHH B /103€ 6 MI/M2 .

[uxnodpochamun

* YIHETEHHE  KPOBETBOPECHMS, TIE€MOpPpParMdyeCKUd  LUCTUT, IOBBIIIEH  PUCK
MHQPEKIMOHHBIX OCJIOKHEHHH.

Anpuamunua (Doxorubicine)

* 10 Hayaja TPOBEJACHHS TEpanmuu HEOOXOAMMO OLEHUTh COKPATHMOCTh MHOKapaa
(3XO-KI'). B crnyyasx WHUIMAIBHO CKOMIIPOMETHPOBAHHOW (YHKIIMH CcepAla
TeparneBTHUECKass albTEepPHATHBA JOJDKHA OBITh OOCYXJEHa C PYKOBOIUTEIEM
MPOTOKOJIA.

IIpennuzonox

® OCTCOIIOpO3, 3aICpPKKa BOAbI B OpPraHusMe, BCIMYCHHUE BE€Ca, IICHUXHUYCCKUC
2

HapyIIEHHs], PUCK MPUCOCTUHEHNSI MHPEKIIMOHHBIX OCIOKHEHUH.

Ka)KHBIﬁ UK pCKOMCHAYCTCA HAYUHATD CITYCTS 2 HCACIIN ITOCJIC OKOHYaHHWA NPCAbIAYIICTO,

IIPpU HAJIMYHHU BBINICYKA3aHHBIX KIIMHUKO-ICMATOJIOTHUCCKHUX KPUTCPUCB.

ITocne MMPOBCACHUA KaXKIbIX 2-x OUKIOB XHUMHUOTCpAllMHU TIPOBOAUTCA KOHTPOJIBHOC

obcnenosanue (KT, MPT, Y3U) — uepe3 10-14 nHelt oT OKOHUAHUS ITUKIIA.
Onpedenenue mepanegmuyeckozo omeema

O0beM omyxomu: V=(AxBx ()2

V- 06bem, A,B,C — pa3mepsl orryxonu

OmnpenesieHue oTBeTa
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[TonmHast pemMuccusi — ocTaToyHasl OIyXOJIb MEHee MM paBHa 5% OT o0beMa MEepPBUYHON

OIyXOJIK U MeHee 2 MII -

HenoxareepkaeHHass MOJHAasE PEeMHCCUS — HET MOJHONW pEeMUCCHMM M O0BEM OCTaTOYHOM
OITyXOJIM MEHEe WU paBeH 25% OT MEepBUYHOM OMyXOJIH WIM 00BEM OCTATOUHOW OITyXOJIH

MeHee 2 MIIL.

[TapumanbHas peMUCCHS — HET TIOJIHOM M HETOATBEPKICHHOM MOJIHOW PEMUCCHH U 00BEeM
OCTaTOYHOM omyxoiu MeHee Wwin paBeH 50% OT NepBUYHOM OMYXOJIH UM OCTaTOYHBIH 00beM

OITYyXOJIM MCHCC UJIN PABCH 5 M.

PedpakrepHocTs — HET TMOJNHON WM HEMOATBEP)KIECHHOW TOMHOW WIM TaplUuaTbHON

PEMHUCCHUM U HET IPOTPECCUH.

[Tporpeccus — ecau 00BEM OMyX0aH yBenuumics 6osee yeM Ha 125% ot oObeMa nmepBUYHOMN

OITYXOJIH.

HEOTJIOKHBIE COCTOAHUA

IIpy HaNM4YMK MEIUACTUHAIBLHOM OIyXOJIU C KOMIIPECCHEU Tpaxeu U CUHIPOMOM CHABJICHUS
BEPXHEH 110710/ BEHbI HA3HAYACTCS MPEIHI30I0H 30-60 Mr/M* Ha 5-10 jHEi.

B caywae HamuuMs 3HAUMMOrO BBIIOTHOIO IUIEBpUTA, IEPUKApANUTAa MPOBOIUTCS
TOpako(IEPUKAPANO)LEHTE3 C OO0M3aTeNbHBIM IEpelBaHueM IUIa3Mbl. llodydeHHyro
KHUJIKOCTh HUCHOJb3YIOT B JHAarHOCTUYECKUX LENAX (LUTOJIOTMYECKOE, UMMYHOJIOIMYECKOE

HCCIIeIOBaHUE).

B cnywae pasBuTus cMHOpOMa JIM3KCa ONyXOJH, KOTopbli npu JIX Bcrpewaercs penko (y
MAIUEHTOB C OOJBIION Maccod OIMyXOdH): MPOBOAWTCS TUNEpruapaTanus 3-5 J/M.KB.
(MakcuManbHO 7 11/cyT) ¢ hopcupoBaHHbIM nuype3om 10 mr ¢pypocemuna Ha 1 11 )KuIKOCTH
MHQY3MOHHOM Tepanuy, B ciay4dae HEOOXOAMMOCTH J03a (ypoceMHIa MOXKET ObITh

yBEIUYCHA.

MNPEABAPUTEJIbHAS TEPAIIUSA
Annontypunon 10 mr/kr/cyt (MmakcumanbHo 500 mr) — 7 gHei.
Undy3us ©He gomwkHa coaepxare KCl, Takke HE PpEKOMEHIYETCsl TpOBEICHHE

3alciiauyuBaHMA.
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COIIPOBOJUTEJIBHAS TEPAIIUSA

*  Tpumeronpum/ cynbhamerokcaszoin (240 Mr 1Baxbl B IeHb — IpH 1iomiaau Tena 0.5-
0.75 m2; 0.76-1.0 m2 - 360 wmr; Gomee 1 mM2-480 mr/ m2 2-3 p/Hex) Bo Bpems
NPOBEACHUS XMMHUOJIYYEBOW Tepanmuu M eme 3 Mecsilla OT OKOHYAHHUS JIy4eBOM
Teparum.

* B caywasx JuxXopaiKu TPUMEHSIOTCS I1eanocrnopuHsl  3-4  MOKONEHHS +
AMHMHOTJIMKO3H/Ibl (aMUKAIMH), C MOCIeaAylomeld MoauduKanueii, B 3aBUCUMOCTH OT
BBIJICJICHHOTO BO30yauTens. B cimyuasx mosiBneHust snemeHtoB Herpes simplex —
anuKinoBup 250Mr/M> Kaxeie 8 uacos. IIpy IOZO3PEHHH HA PA3BUTHE TPHOKOBOM
MH(EKIHH — (pyHrH30H | MI/KT HIIM BOPHKOHA30] OMI/KT MM KacroDyHriH S0Mr/M” .
IIpu monmo3penun Ha TyOepkysne3 — JIe4eHHE TpeMmsl [pernaparaMmu, IpH
TyOMH(UIIMPOBAHHOCTH — MPOPHUIAKTHUECKU H30HUA3U.

[Tocne oOiyueHHs] CENE3€HKM TMOBBIIMIEH PHUCK Ppa3BUTHUS THEBMOKOKKOBOW HH(EKINH,
MOSTOMY TIepell MPOBEACHUEM OOJIyueHHs] PEKOMEHIYETCsl NPUBUBKA ITHEBMOKOKKOBOM
BakiuHON (Pneumo-23), remodunbHON BakmumHON (Act-hip) ¢ mocnenmyromieir 2-x JeTHeil
Tepanuei NeHuIuImHOM: fieTsaM 10 9 net — 600000 EJl/cyT, netsm crapie 9 et — 900000 —

1200000 El/cyT.

[TarmenTam ¢ BETPSHOW OCHOM WIIM OMOSICBIBAIOIIMM TE€pPIIECOM HA3HAYACTCS ALMKIOBUP

(30Bupaxc) 1500 mr/m*/cyr.

Jns  npodunaktuku pa3ButHs TpaHcoysumonHo PTIIX pekomenmyercss mnpoBencHHE

TpaHcy3un 00aydeHHbIMU Tipenapatamu kpos (30 I'p).

ITpu yposHe neiikonnutoB MeHee 1000/mi1 B mepepbiBax XUMHOTEPAIMM U BO BPEMsl JIyueBOM

Tepanuu nauvenTam MoxeT HazHadatbess G-CSF
JIYUEBAS TEPAIIUS

e (OOnmyueHWI0O  TOMJIEKAT  BCE  HMHUIUAIBHO  TOPAXKEHHbIE  JTUM(DOY3IIHI,
3apEruCTPUPOBAHHBIC 10 TPOBEACHHUS XUMHUOTEPANIUU C TPaHUIEH noneil o0mydeHus
1 - 2 cM B KpaHHOKayJaJdbHOM HANpaBIEHWU U JarepaibHO. VCKItoueHueM
SBIIIIOTCS: CPEJOCTEHUE, TapaaopTAIbHBI DPETHOH, OONAcCTh Ta3a: MOpPAKCHHBIC
o0acTu 00JIyqaroTCs TaK, 9TOOBI UCKITIOYUTH BO3JCHCTBHE HA COCEAHIE HOPMAIIbHBIC
TKaHH.

* Jlo3a my4yeBoi Tepanuu cocrasiser 19,8 I'p.

e [lammeHTaM C OCTAaTOYHOW OMyXOJblO, 00beMoM Oonee 100 M mocie OKOHYAHHUS

XMMHOTEPANINUHU J03a JTyUEBOM Tepanuu JOMOIHUTENbHO yBenuuuBaeTcs Ha 10 I'p.
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I'pannna nmiuaHUPYEMOro JIy4eBOIO BO3IAEHCTBHS ONPENEIAETCS pa3MepaMu OIyXOJu
110 OKOHYaHUN XMMHOTEPAIINH C IOIIOJHUTEIBHBIM 3aXBaToOM 1-2 cM.
JlydeBass Tepanus [OJDKHA HA4aTbCs, KaK MOXHO paHbllle OT OKOHYaHUs

XMUMHUOTEpanuu, 00bI9HO Ha 14-28 1eHp OT mpuema nocjae Hel 10361 MPeIHN30JI0HA.

ITo0ounbIe 3¢ PpexThI TydeBoil Tepanun

Octpsle 3 HEKTHL:

MYKO3HTBI, PEAKIMsA KOXH, AJOMNElHs, CYXOCTh POTOBOW IOJIOCTH, JICHKONEHUS M
TpOMOOIMTONCHUsI. Bpemsi 1 MHTEHCHUBHOCTH OCTPBIX 3((PEKTOB MOXKET 3aBHCETh OT

nposeaeHHOU XT.

Orcpouennsie Y HEKTH:

Panno4yBCTBUTENBHOCTD Yy ACTEH MOBBIICHA

N3meHeHns B oOpraHax M TKaHAX MOCJIE JUIMTEIBHOIO JIATEHTHOIO IepHoJa
(runoTUpeouIM3M, MEHOIAY3a)

Bropuunsie onmyxonu (0coOeHHO, pak MK) MOTYT pa3BuBaTbes yepe3 15-20 u Gomee

JICT

IMPOI'PECCUSA/PEINNANBBI JINMMP®OMBI XO/’KKUHA: OIIPEJAEJIEHUE

BHOBB/COXPAHSIOTCS CUMIITOMBI 3200JI€BaHUS

MOSIBIISIIOTCS] HOBBIE JINM(aTHUECKUE/3KCTPAHOAIbHbBIE OYaru

Mo KpaifHell Mepe OJHa W3 MEPBUYHO BOBJICYEHHBIX 00JacTell MMEET JIOKAIbHYIO
IIPOrPECCHUIO;

o0s3aTenbHa OMOTICUS YBEIMYMBILEHCS 00JaCTH MIIM HOBOTO 0Yara;

Iporpeccusi - BO3HMKA€T B TEUEHUE TPEX MECALEB OT OKOHYAHUS Tepanuu
(mocnenHuM A€Hb JTyYEBOU TEpaNUn);

paHHUI peruauB BOZHUKAET MexAy 3 u 12 mecsanamu OT OKOHYaHMsI Tepanuy;

HOSI[HI/Iﬁ peuuanB BO3HUKACT YCPC3 1 roa OT OKOH4YaHHuA TCpalinuu.

bonpmmHcTBO peumauBoB npu JIX pa3BuBaeTcs B TEUEHUE IMEPBBIX 3-X JIET IOCIE

AOCTHUKCHUSA PEMUCCHUU, OJHAKO, BO3MOKHO UX MMOABJIICHUC U YCPC3 MHOTI'O JICT.
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Jns ycnemHoi Tepanuu peruauBa JIX HE0OXOIMMO YUUTHIBATH CIEAYIOIIME KPUTEPHH:
CPOKM BO3HUKHOBCHMs pEUUIUBA - IPU pPa3BUTUUM B TEYEHUE IEPBOrO IOJa PELHIUB
CUMTACTCS PaHHUM, HHUIMAIBHYIO XMMHOTEPAIIHIO, J03bl U 30HBI IIPEALIECCTBYIOLIETO

O0TydeHHS.

Kaaccnpuxanus peunanBoB aum¢pombl X0TKKHHA

ITo BpeMeHHu BO3HUKHOBCHHS:

e Pannwuii- B TeueHue | rona nociue 3aBeplIeHUs JIEUEHUS U KOHCTaTallu PpEMUCCUU
e TIlo3gumii- B Cpoku, mpeBblmarone | rox (HeoOXoauma T'HCTOJOTHYECKas
BepHu(UKaLKs AUArHO3a TS pa3rpaHUuEHHs CO BTOPUYHBIMU OITyXOJISIMU).

ITo moxamu3any NOPAKCHHUS:

¢ -B 30HaxX NEPBUYHOIO IMOPAKCHUA
¢ -C BOBJICUCHHEM HOBBIX 30H
¢ -B 30Hax NEPBUYHOIO MOPAXKECHUA U C BOBJICHCHUEM HOBBIX 30H

B 3aBuCcHMMOCTH OT MHUIIHAJIBHOM JTYUEBOM TEpalnu

*  -B OOJIy4EHHBIX 30HAX
* -BHE O0JIyYeHHBIX 30H
* -KOMOWHUPOBaHHO

ITo pacnpocTpaHeHHOCTH Ipollecca

*  -JIOKAJIM30BAaHHBIN PELIUIUB

* -reHEpaJM30BaHHbIN PELUINB

OO6mmas cxema tepanuu peransa JIX BKIIIOYAET CIEAVIOIINE DTAMBL:

*  HMuaykuus (UUTOpEAYKIUs)

* Koncomumanus 1 (XuMuoTepanusi W/ BBICOKOJO3HAS XUMHOTEpANus ¢ MOCeIyromei
ayto-TI'CK)

* Konconunanus 2 (JrydeBasi Teparnusi)

braronpusTHBIMU CUMTAIOTCS MO3JHUE PELMIMBBI, PELUIMBBI y MALUEHTOB, MOIYYUBIIMX

HEMHTEHCUBHYIO NEPBUYHYIO XHMHUOTEpAIMIO, a TAaKXKE€ JOKajlbHble peuuausbl. [l ux

Tepanyuy UCIOJIb3yEeTCs] MHTEHCUBHAS XUMHOTEpanus (4-6 IUKIOB) ¢ MOCIEAYIOUIEH JTydeBOM

Teparnueil Ha MopaKeHHbIe 00JIacTH.
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Xyamui IporHo3 UMEIOT PAaHHUE PELIUINBBI, PELUAUBEI II0CIIE IPOrPaMMHON XUMHUOTEPAIIUU
U 3KCTPAHOJAJIbHBIE PEUUIAUBLL. B 3TUX ciydasx NpOBOAUTCS UHTCHCUBHAS XMMHOTEpAIUs C
nocnenytomei ayro-TI'CK u myudeBoil Tepanueil. B ciydasx cyneppaHHUX peLUAHMBOB,
0COOEHHO Yy MOAPOCTKOB cTapiie 15 JeT W MOJIOABIX B3POCIBIX HEKOTOPOE MPEHMYIIECTBO

umeet nposeaeHue ABoHoi ayToTI'CK u nnorga ayro+amnoTI'CK.

B nepBoit nuann Tepanuu peunansoB JIX ucnonsdytorcs komOunauuu IEP, ABVD, CEP u

ap., ¢ nocnenyromel kouconuaanueiir DEXA-BEAM (ue 6onee 4 UKIIOB).
Xopormwre pe3ybTaThl MPOJEMOHCTPUPOBAIO MPUMEHEHHE TeMIIUTaOuHA U BUHOPEJIOWHA.

I'emiuTabun mpexacraBiasieT co00il MHTHOMTOP PUOOHYKICOTUAPEAYKTa3bl C JBYX(ha3HBIM

TUTIOM 3UMUHANKU (3,9 yacoB u 16 yacoB) U HU3KOM TreMaTOIOTHYECKON TOKCUYHOCTHIO (3,4

cT. —30%).
[Ipemnoxensl pa3iuyHble CXEMbI UCIIOJIB30BAHUS MIpenapara:
2 .
B KauecTBe MoHOTepanuu — 1000 mr/m™ — 1,8 nens (TepaneBruueckuii otBeT — 30%)

AVG: noxcopybummn25 mr/m” 1,15 nens, BusGmactun 6 mr/m® 1,15 neus, remsap
1000 mr/M* 1,15 neus

IGEV: remsap 800 mr/m” 1,4 guu; udocdamun 2000 mr/m* 1-4 1uu, BuHOpenGuu 20

Mr/mM° — 1 jeub, mpearn3omnon 100 mr/y® 1-4 uu (TepaneBTHueckuit otBeT 81%).

Tabauua 4. Cxema IEP

[Ipenapar Jloza/cyT. Beenenue

Ndochamun 2000 mMr/m” BB ¢ 1 mo 5 nmeHp —
cyrouHo wuHGpy3ue (c
MECHOM)

OTOno3u. 125 mMr/m* B/B ¢ 1 mo 5 nmesn, 2-x
4acoBOU HHPy3Hei

[Ipegnuzonon 100 mr/m” B/B wiu p.o. ¢ |1 mo 5 nesp
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Tabmauua 5. Cxema ABVD

[Ipenapar Jloza/cyT. Bsenenue

AnipuaMuliiH 25 mr/m” B/B, 2-x JacoBOU
undysuel, nuu 1,15

baeomurun 10 mr/m” B/B cTp., 1aH 1,15

BunOnactun 6 Mr/m”  (maxkc.10 mr) B/B cTp., 1au 1,15

Haxap6a3un 375 mr/m° B/B, 2-x 4acoBOM
uHdysuel, nuu 1,15

Tabnuua 6. Cxema CEP

IIpenapar Jloza/cyT. Bsenenue

Jlomyctun 80 mr/m” B 1-bli1 IeHB, p.O.

Orono3un 100 mr/m” aau 1-5, p.o.

[Tpegaumyctun™ 60 mr/m” aau 1-5, p.o.

IIpeqHUMYCTHH — TOPMOHOIIUTOCTATHK, ABISETCA 3(GHPOM XJopamMOynuiaa U MpeAHU30JI0Ha. Bmecto

TpeIHUMYCTHHA HCIIOIB3YIOT JelkepaH (x1opambymun) 20 Mr/M” ¢ 1-ro 1o 5-biif IeHb U IPEIHH30M0H

40 mr/m? ¢ 1-ro o 7-0if feHb.

Taomuua 7. Cxema DEXA-BEAM

[Ipenapar Jloza/cyT. Beenenue

JlexcamerasoH 12 mr/m” B/B, p.0., 1auU 1-10

Kapmyctun 60 mr/m” B/B 1-yac. uHdpy3ueH, 1eHb
2

Menbganan 20 mr/m” B/B 15-MuH. wuH(py3HEH,
JIeHb 3

OTOnO3u 150 mr/m” B/B, 2-x 4acoBOU
uHby3ueH, nuu 4-7

Hurozap 100 wmr/™M® kaxmsie 12 | /B, 30-muH. uH(y3UeH,

4acoB aHau 4-7

Ta6nuna 8. DHAP

IIpenapar Jlo3a/KkB.M/CyT BBenenue

JlekcameTa3oH 24mr 1-4 gau cTp

Hucnnartun 100mr 1 neus 24 4

[wuro3ap 2000Mmr x 2 kaxxaele 12 yac | 2 meHp3a 3 9
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[Ipu wanmuyuu sSKcHpeccHuu Ha KieTtkax JuMpombl XomkkuHa CD20, xk Tepanmuu MOKHO

n00aBuTh putykcumad 375mr/m 4 BBeneHus 1 pa3 B 2 Hejenu.

IToxazanueM mia nposeneHus ayto-TI'CK sBisercs npuHUMIMagbHAs 4yBCTBUTEIBHOCTH
OIyXOJMM K BBICOKOAO3HOW xumuorepanuu. s mposenenus ayto-TT'CK HeobOxommumo
OCYIIECTBUTh MOOHMIU3AINIO U 3200p nepupepudecKrX CTBOJIOBBIX KIETOK H(MUJIM) KOCTHOTO
Mo3ra. 3abop mepudepruuecKux CTBOJIOBBIX KJIETOK MPOBOIUTCS MOCTE 2-TO WIH 3-TO Kypca
TE€panuu B 3aBUCHUMOCTH OT JOCTHXKEHMs pemuccud. IIpu nmopakeHMM KOCTHOIO MO3ra B

Cllydasix HeIOCTUTHYTOH peMHUCCHHU ocyIecTBisieTcs 3a0op Tonbko TICK.
Cxema moomim3anuu IICK

Ha ¢one BoccTaHoBieHus reMornon3a mnocie nposeneHHoro kypca IIXT mpu gocTiwkeHHH
ypoBHs JeiikonuToB Oonee 1000/Ma Ha3zHAYaAIOTCS KOJIOHHECTUMYJHpYyroue ¢aktopsl 10
MKI/Kr /K. Ha 3-uii 1eHp OT Havala CTUMYJSIIMA TPOBOAMUTCS 3a00p KOCTHOTO MO3ra, Ha
5,6,7 mam ot Hawana ctumymsnud - 3abop [ICK ¢ moacuetrom umcima CD34+ KIeToOK.
KenarenbHo cyMMapHO MOJNy4uTh B Hpoaykre adepesa kommuectBo CD 34+ kieTok He
menee 2x10%kr Beca mammenta. IlomyueHHAs KIETOYHAs CYCHCH3HS XPAHHTCS 0
TpaHCIIaHTAMK npu  Temmeparype —196°C B kuMIKOM a30Te C  HCIOIB30BAHHEM

CMELUAIBHOT0 000pyIOBaHUSA Il KPUOPE3EPBYaLIUH.

ITpu ayto-TI'CK ncnonp3yroT pa3nndHble peKMMbl KOHIUIIMOHUPOBaHUs, Takue kak BEAM,

BEAM c sckananueit 103, DHAP, TM (trortena, menbganan).

Tabmauua 9. Cxema BEAM

[Ipenapar Jloza/cyT. Bsenenue

Kapmyctun 300 mMr/m° B/B, KaIl, ICHb -6

Hurozap 100 wmr/M> kaxaele 12 | B/B Kam., IHu -5 - -2
4acoB

OTONO3HU], 100 mr/m” B/B Kam., THU -5 - -2

Menbdanan 140 mr/m° B/B, Kail., IeHb — 1

JlyueBas Tepanus npu perpnuBax JIX npoBoauTcs Ha mopakeHHbIE 00IACTH C YYETOM paHee

MOJTyYEHHBIX 703 00ydeHus, cyMMapHo a0 35-45 I'p.

[Ipu neuenun mnepBUYHOM JuUMpOMBI XOMKKMHA MO TMpoToKoidaMm rpynmsl DAL
(OEPA+COPDac (COPP)) B penuauBe sl BHIBEICHHUS B PEMHUCCHUIO MOKHO MCIIOJIb30BATh
cxempl BEACOPP. Hekoropsie aBTOphl pEeKOMEHIYIOT 3TH OJIOKM B KadecTBe Tepamuu 1

muaun. IIpoBenenue 4-8 OmokoB BEACOPPesc (3ckammpoBaHHBINM) 10 3()PEKTUBHOCTH

24



paBHo mnposeneHuio 010koB BEACOPP-14 (oOblyHBIE 03B, HO C WHTEPBAIOM MEXIY

osiokamMu 14 qHei.

Tao6mauua 10. Cxema BEACOPP

IIpenapar Jlo3a/KkB.M/CyT Bsenenue
mukinopochamua | 650mr 1 nenp3a 1 4.
JOKCOPYOUITUH 25mr 1 neub3a l g
3TOIO3U 100mr -3 nHn3a2y4
npokapOa3uH 100mr 1-7 nuu p.o.
BUHKPUCTUH 1,4mr 8 neHb cTp
OJICOMUITIH 10mMr 8 nenb3a lu
IIPEAHU30JIOH 40mr 1-14 nuu p.o.

Taomauua 11. Cxema BEACOPPesc

IIpenapar Jlo3a/KkB.M/CyT Bsenenue
ukinopochamusa 1250mr 1 nenp3a 1 4.
JOKCOPYOUITUH 35mr 1 nenp3a 1l 94
3TOIO3U 200mr -3 nHn3a2y4
npokapOa3uH 100mr 1-7 nuu p.o.
BUHKPUCTUH 1,4mr 8 neHb cTp
OJICOMUITIH 10 mr 8 nenb3a lu
IIPEAHU30JIOH 40 mr 1-14 nuu p.o.

TEPAIIUA «<HEKJIACCUYECKON» TUM®OMBIXOI)KKTHA

Bapuant HoamymspHoro ckiepoza ¢ JauMQOUAHBIM TpeobiamaHueM — ocobas dopma
muM@ombl  XO/PKKHHA, KOTOpash OTJIMYAeTCsl MW KJIETOYHBIM COCTaBOM (JMMQOIMTapHO-

TUCTUOLIUTAPHBIC KJIGTKI/I), n I/IMMYHO(l)eHOTI/IHOM, U KIMHHUYCCKHMM IIOBCACHUCM, W,
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COOTBETCTBEHHO, MOJXOJ0M K Tepanmuu. DTO MOHOKJIOHANbHas B-kieTouHas omyxonb ¢
HAINYHEM HOJYJSIPHBIX ~ WH(HIBTPATOB, KOTOpbIE colepXar  XapaKTepHBIH
muMmdoructuouuTapHslii BapuaHT RS xiterok ("popcorncell"). [nst uMmyHOpEHOTHIIA 3TUX
TUM(OTUCTHOLUTAPHBIX KJIETOK TUIIHYHO dKcnpecceust CD45, CD20, EMA (B 50% ciydaes),
a CD30 u CD15 anTuressl OTCyTCTBYIOT. 3a00J€BaHHE Yallle TUAaTrHOCTUPYETCS Y MYKUUH B
Bo3pacte 20-40 5eT, W HEMmJIOXO0 Mojajgaercs JjeueHuro. IIporHo3 HOAysIpHONW JTUMQOMBI
OnmarompusATHbIM, omHako y 3-5% manuMeHToB OTMedaeTcss ee TpaHcpopmanus B
KPYITHOKJIETOUHYIO B-Kkierounyro numdomy. JleueHne npoBOIUTCS B PAaHHUX CTAAUAX JTaXe
0e3 MpUMEHEHHs XHMHUOIPENapaToB, HO C BBEIACHUSMHU PUTyKcHMaba (JUIMTENBbHO) U C
my4yeBoit Tepanueit 10 20I'p. B cnyyae penuauBa kpaiiHe HeoOX0AMMa MOBTOpHAsi OMOIICHS,
T.K. ©CTh BEpPOSTHOCTh TNepexona auMmdombl XomkkuHa B auddysayro B-kierounyio

KPYITHOKJIETOYHYIO HEXOKKHHCKYIO JTUM(POMY.

IEPCIIEKTUBBI

[lepcniekTuBBl B JiedeHUH JUMGOMBI XOMKKHHA CBS3aHBI, MPEXKIEC BCEro, C MOSBICHUEM
HOBBIX TapreTHBHIX MpPENapaToB, HAPUMEpP TaKUX, Kak BpeHTykcuMaOBenoTuH (AJCETpHUKC).
OTO HOBBIN KOHBIOTAT aHTUTENA C JIEKAPCTBOM, cocTosuii u3 anti-CD30 MOHOKIOHAIEHOTO
aHTHTeNa, XWMUYECKHM CBs3aHHOro ¢ monomethylauristatin  E, moTeHImMaibHbEIM
aHTUMUKPOTYOysipHbIM areHToM. Ilocne mnomamanuss B CD30+ kietky uX CBS3b

pa3pbIBaeTCsl.

B wuccnenoBanmsax 2 (daspl mokazaH NpeIBapUTENbHBIA ypoBeHb oTBeTa  75% TmpH

pedpakreproit/perunusHoi JIX u 87% npu pedpaxreproii/pennausHoit ALCL.

Xopomo nepeHocuTcs, cpead MoOouHbIX 3(dekToB — mnepudepuueckas Hedpomnartus.
PexomMeHOBaHHBIE CXEMBbl BBEACHHS IIOKa YTO OTHOCATCA TOJBKO K DPEUUAMBAM IIOCIE
ayToTI'CK wmnu pedpakrepusiM popmam. [Ipenapar BBoautcs 1 pa3 B 3 Henenu B TeUeHHE

AJIATCIIBHOTO BPCMCHU.

OTIAAJIEHHBIE OCJIO’)KHEHUSA TEPAITUU INMM®OMBIXO//KKUHA
Haunbonee 3HaYMMBI KapJMOMHUOIIATHS, TOPAKEHHE JIETKUX, SHIOKPUHHBIX JKeJie3, CKeJIETHO-

MBIIICYHOM CUCTEMBI 1 PAa3BUTHUC BTOPHUIHBIX OHyXOJICﬁ.

[TaneHThI, MepeHecIne Tepanuio Mo MOBOAY JUM(OMBIXOKKHHA JTOJKHBI HAOII0AThCS

CJICAYIOIUMU CIICIUAJIUCTAMU U IIPOBOJUTH CJIICAYIOIIUC OGCJIGIIOB&HI/I}I B OTHAJICHHBIC CPOKHU
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Tabnuua 12. lucnancepHoe HabmoaeHHE (BpeMsi OT OKOHYAHUSI XUMHOIY4€BOM Teparum)

OOcnemoBanue 1-p1it | 2-oH 3-uii | 4-p1d | 5-pIA | 6-01
rop rop rop rop rof rof
KIIMHUYECKUI 4-8x 4-8x 4x 2x 2x
OCMOTP %
OAK 4x 4x 2x 2x 2x 2
OB/] 1x VHJIUBUYaJIbHO Ec
V3 4 [4x  [2x  [2x  [2x 2
KT, MPT 2x 2-1x | 1x 1x 1x =~
/M
I'opmoHBI Ix Ix Ix Ix Ix =
IIUTOBUJIHOU §
KeJesbl ~
OKT', 5X0O-KTI' 1x 1x

Tabnuma 13. CkpunuHr mo3gaux 3¢ HexToB

1 rox oT OKOHYAHUSA

ocMoTp (poct/Bec, 00BEM SUYEK, MPHU3HAKUA IIOJIOBOTO

Tepanuu  (Kaxable 3 CO3pEBaHUs)
MeEcC) *  eXEMECSIYHOE caM0OOOCIEeIOBAHNE MO XKETIES
*  00mr ar kpoBu + COD
* Rorp xnerkn/KT men/rpxnerku mis I-11 + KT xuBora/Taza
s III-1V cramuit
*  DKI/3xoKI'/Xontep, LH, FSH, »sctp/Tectoct, ropMOHBI
IIMT.JKE
2 rom OT OKOHYAHUS * ocMoTp, aHanu3bl U KT kaxbie 6 mec
Tepanuu *  @XKETroJHO — MaMMOJIOT, OIleHKa (YHKIMH CepAla, JIETKUX,
LIUT.JKEJl 1 TOPMOHAJIBHOTO CTaTyca
3 rox OT OKOHYAHHUA * ocmoTtp, ananu3bl U KT kaxasie 12 mec
Tepanuu *  @XKETroJHO — MaMMOJIOT, OIleHKa (YHKIMH CEpJAla, JIETKUX,
LIUT.JKEJl 1 TOPMOHAJIBHOTO CTaTyca
4 rom ot oxoHuaHus | To xe
Tepanuu
5 rom ot okoHuaHus | Ilepexon mon HaOIIOACHNE B KATAMHECTHYECKYIO CITYKOY
Tepanuu
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Tabnuua 14. CKpUHHHT 110 OCJIOKHEHHSIM

Pak MosoyHo# | Camoo0cieioBaHHE €XEMECSUHO IMocie Imybeprata + KIMHHUYECKOE

HKeJe3bl o0cliezioBaHNE €XEerojaro, HaunHas ¢ mybeprata. Mammorpadus yepes
8 J1eT mociie JIy4eBoii TepaIuu WK ¢ 25 JIETHETO BO3pacTa.

bonesnu [TanenTs! nocne obiydenust 250°p u Belle - Tpymna pucka pa3BUTHA

IIATOBUIHOMU JKEJIE3bI

y310B U paka, nocie yxe 20I'p — puck runorupeosa. ExeronHslii
ocmotp u TTT/T4 st Beex.

Boses3nn jgerkux

[TanenTsl mocne OOJydeHHs] TP.KJIETKM M OJEOMHUIMHA — Tpymmna
pucka. Rorp.xinerku u ®BJ] 6a30Bo, mepen ar00bIM HApKO30M U IO
MOTPEOHOCTH (CUMIITOMATHKA)

pyrue omyxouau

Bce Te, KTO momydai Jy4deByro TEpanuio — B IPYyIIIE PUCKA paKa KOXKH.
Exeroanelii oCMOTp €  HAalNOMHHAHUEM O  COJHLE3ALIUTHBIX
MEPOIPUATHAX

becruionaue WA
HEOOCTATOYHOCTH
SIMYHUKOB

Briie Bcero pHuck y My)KYuH, MOJIy4aBHIMX 3 WM 0ojee LHKIOB C
HaTynaHoM, 6onee 7,5r/m LI® mium obiryueHue taza/sudex

Menapxe yame Bcero HactynatoT, Ho LH, FSH u sctpaguon moryt
TOBOPUTH O HE3peNoil PyHKIIUN SUIHUKOB.

VY My>XYHH pellKO CHHXKEH TECTOCTEPOH, Jake €CII OHH OCCIJIONHBI
FSH nossiien

Tabmuua 15. CKpUHHHT 110 KapAHOTOKCUYECKUM S deKTam

OyHKIUA cepaLa

Bospact OO6my4enune J103a aHTPALIMKINHOB OxoKTI'
CpeIoCTeHUs

<Ir + mobas pa3 B rof
- <200 mr/m KaXkaple 2 roaa

>200 mr/m pa3 B rog

1-4r + mobas pa3 B rog
- <100 mr/m KaKkaple 5 JIeT
100-300 mr/m KaXKaele 2 roza

>300 Mr/m pa3 B rof
>S5 + <300 mr/m KaXkaple 2 roaa

>300 Mr/m pa3 B rof
- <200 mr/™m Kakaple 5 JeT
200-300 mr/m KaKJIiple 2 ToJ1a
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>300 Mr/m pa3 B rof
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