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HEXO/I’KKUHCKHUE JTUM®OMbI

Ho3on0ornyeckasi rpynna: HexopkkuHCkre tuMpomsl (HXJIT)

Kox mo MKB-10 C 81 —C 85

Ho3osornyeckue exnannbl no kiaccupukanuun BO3 2008

Ocnosuble BapuanTel HXJI Bo3pacTHOM rpynmsl A0 18 sieT (1eTy 1 MOAPOCTKY)
B-knerounsie:

* Jleiiko3/mumpoma nu3 B-kIeTok-npeanecTBeHHUKOB
* smmboma/neiiko3 bépkurra

*  nuddysusie B-kpynHokieTouHbIe TUM(OMBI

* QepBUYHAS MeauacThHHaibHas B- kierounas HXJI

e OommkynspHas TumMpoma rmeguaTpudecKas
T- kieTo4YHBIE

* Jleiiko3/mumpoma u3 T-KIeTOK-IPeIIeCTBEHHUKOB - TUM(poOIacTHBIE

* Jlumdomsl u3 3pensix T-kierok - nepudepuueckue T- kinerounsie HXJI
* aHamIacTU4ecKas KpYMHOKIETOYHas TuMdoma

* mnepudepuueckas T-kineToynas muMmdoma, HecTieuPpUIIMPOBAHHAS

* gpyrue peakue T- u HK-knerounsie 1umpombl

Omnpenesnenne

Hexomxkunckue numepomsl (HXJI) - cucTeMHBIE 370KaYECTBEHHBIE OIMYXOJIM HWMMYHHOM
CHCTEMBI U3 KJIETOK BHEKOCTHOMO3TOBOW JIMM(OUTHON TKAHHU PA3IIMYHON TMCTOr€HETUYECKON
NPUHAMISKHOCTH M CTenmeHn Aup(epeHIupoBKY, YTO OIpeleNseT pasHooOpasue M
0CcOOEHHOCTH BapHaHTOB 3TUX omyxoneil [ 2,3,4 |.

INHUIEMHOJIOT U

Cpenu 310kauecTBeHHBIX onyxouell y nereit HXJI cocraBmsitor 5-7%, y moApOCTKOB cTapiie
15 ner - no 10%. Pacnpoctpanennocts HXJI y neteit u noxpoctkoB 1o 18 ner B crpanax
EBponbl u CeBepHoii Amepuku cocrtasiser 0,6-1,5 cimywas na 100 000, B Poccun stoT
[10Ka3aTelb, 10 JaHHBIM CYIIECTBYIOUIEN CTATUCTUKH, HAXOJUTCS B TAaKUX ke npenenax. [Iuk
3a00JIeBaeMOCTH NPUXOIUTCS Ha Bo3pacT 5-10 ser, netu o 3-x nmet Goneror HXJI kpaiine
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penko. Jlo 14 ner mpeo6iagar0T MalbYUKH — COOTHOUICHHWE MAallbYMKH: JIEBOUKU CPEIu
3a0oneBIuX coctaBiser ~3, 5:1, y moxpoctkoB ~1, 5:1.
Pesko mosbimeH puck 3aboners HXJI y nereil ¢ mepBUYHBIMH HMMMYHOAE(DUIIUTHBIMH
COCTOSIHUSIMH, OOJIE3HSIMH HECTaOMIBHOCTH XPOMOCOM, IIOCJI€ TPAaHCIUIAaHTALMU OPraHOB U
TKaHEN.
Oo0mme xapakrepuctuku HXJI y nereit 1 mnoapocTkos
HXJI B BO3pacTHO# rpynme 10 18 neT mpeacTaBiasioT cOOOM Kak MpaBWIIO TMEPBHYHO
TeHEPAJTM30BAHHBIC 3JI0KAYECTBEHHBIE OMYyX0IU ¢ AU} Py3HOM THCTOIOTHUECKON CTPYKTYpPOi
U BBICOKMM NpOJU(EpPaTUBHBIM TOTCHIMAIOM, YYBCTBUTEIbHBIE K CIEHUPHUUECKON
LIUTOCTaTUYECKOW XHMMHUOTEpAlMU. XapakTEepHa BBICOKAas YacTOTa AKCTPAHOAAIBHBIX
JIOKaJIu3alluii, THUIIMAJIbHOE BOBJIEUEHUE B Ipoliecc kKoctHOro mo3ra (KM) u uenTpanbHOU
HepBHOU cuctemsl (IIHC). He3aBucumMo 0T KIMHHYECKOTO O(OPMIICHUS TPH BBISBICHUH B
KOCTHOM Mo3re Oonee 25% omyxoneBbiX KiIeTok (nmuMm¢poOnactoB B cimyyasx HXJL u3
NPE/IIECTBEHHUKOB) 3a00JieBaHUE OINpeNeNsIeTcss Kak OCTpbIi JIuMQOOIacTHBIM JeWKo3
(OJII), mpu mopdonoruu L3 (mo @Ab — knaccudukaium) kak B-k1eToqHbIi OCTphIi JeiKo3
(B-OJI nnu neiixo3 bépkurra).
OcHoBoii ycniemHol Tepanuu HXJI y nereit M moapoCTKOB SIBISETCS pUCK-aJalTUPOBaHHAS
MHTEHCHUBHAs (110 103aM ¥ BPEMEHHBbIM pexumam) noauxumuorepanus (IIXT) npu ycnosun
aJIcKBaTHOTO BBIMOJHEHMSI KOMILIEKCA CONPOBOAMTEIBHBIX MEPONPUATHI. XUpPYyprudeckue
BMEIIATEIbCTBA OTPAHUYCHBI JMArHOCTHUYECKOW OWOINCHEHl M MOMOIIBIO NPU HEOTIONKHBIX
COCTOSIHUSIX; PE3EKLUS OIYXOJW IPOBOAMTCA NPU BO3MOXKHOCTU MAaJOTPaBMaTHYHOIO €&
yJlaJIeHus, OCIIOKHEHHUS HEONpaBJaHHO OOIIMPHBIX omeparmii U 3anepxkka [IXT yxyamaer
nporHo3. B nocnennee 10-netue B neuennn HXJI nHapsaay ¢ [IXT ycnemHo ucnoiab3yroT
MMMYHOTEPAIIHUIO.
Kaaccnpuxanus
CornacHo kJacCU(pUKAIMU OIyXOJIeH, reMOIo3ITHIecKo u auMdounanoit Tkaneit BO3 2008
r. [1], HXJI nmonmpazgenstor Ha B - u T/HK-kierounble Ha OCHOBaHMH TPUHAIJICKHOCTH
OITyXOJICBBIX KIETOK K JHMHUU JU(PPEPEHIUPOBKH OIMYXOJEBBIX KJIETOK, JalbHEeHInas
AeTanu3alus  OmpeienseTcs  CTeNneHblo  AU(QQepeHIUpoBKH,  JOKaNU3alHed |
THCTOJIOTHYECKOM CTPYKTYpOW OIMyXOJIM, 0COOEHHOCTSIMHU TeueHHus. B Bospacte mo 18 ner
CaMbIMH YaCThIMU BapHaHTaMH JTUMQOUIHBIX OMYyXOJel ABIAIOTCA 3penokiaeTounbie B-HXIJI
(mumdoma / neiiko3 bepkurra u auddysHpie KPYMHOKIETOYHBIE); Cpelu JIUM(POM U3 KIETOK-
NPEIIIECTBEHHUKOB (JTMM(OOIACTHBIX) NMPEBATUPYIOT T-KI€TOUHBIE.

OcHoBuble Buapl HXJI, cBOMCTBEHHBIE 3TOM BO3PACTHOW T'pyIIE, MPEACTABICHBI B

Tadi.1.



Tabmuua 1. OcnoBuble Bapuantel HXJI y neteii 1 moapoCTKOB:

koasl MKB10b ocHOBHBIE IMMYHOMAapKEpBI U 4aCTOTa BCTPEYAEMOCTH

Bapuant, kon MKb \ HMMYHOMAapKepbI \ Yacrora (%)

B-kjerounbie

N3 B-npeamecTBeHHUKOB

Jlumpoobnactras B-HXJI CD19+ w/unu CD79a+ u/unu CD22cyt+ 3-5

C91.0
6onpuHCTBO cayvyaeB TdT+ u HLA-DR+

N3 3peasix B-kierok

JIumdpoma/neiikos bepkurra, | CD19+ u/unn CD79a+; CD20+; CD10+; Ki 67
C 83.7 >99% 45-55

slgM+, K- wiu A — nerm +
Bcl6 +; C-myc+

Huddyzusie B- CD19+ w/umu CD79a+; CD20+; CD10+; Ki 8-10
KpYIHOKJIETOUHBIE, 67 <90%

C83.3 Bcl6 +; Bel 2+

[lepBuunas CD20+; CD10-; Bcl2-; Bel 6 -; CD19+; 2-3
MeauacTHHaJIbHas B- CD45+

KPYMHOKJICTOYHAs

domukynspHas auMdpoma CD 19, 20, 22, 79a, BCL2+, <1

T-kaeTouyHbIe

N3 T-npeamecTBeHHUKOB

Jlumdobnactaas T-HXJI CD7+; CD2+ u/unu CD5+ u CD4 unu CD8+; 20-25

C835
CDla #+; CD3cyt +; TCRo/p+/ TCRy/d+

(penxo)

N3 nocrrumuyvecknx T-kierok (nepudepnyeckue)

Amnannactuueckas CD30+, ALK+, CD3, 5, 7 - /£, CD4+, CD2 +, 8-10%
KpynHOKJIeTouHas iuMpoma | TIA1+, gransym B+, perforin +

Hpyrue HEKJIacCUPuUUpyeMble
Py
<5%

Jlns muorux HXJI B 5TOM BO3pacTHOM IpyIlle M3BECTHBI HECIy4YalHbIE XPOMOCOMHBIE
anHomasinu. Haumbonee peakue y nereir T-kinerounble aUM(OMBI M3 3peNbIX KIETOK
Pa3BUBAIOTCS IIPEUMYILNECTBEHHO Yy J€T€d C HapyLICHUSMH WMMYHHOW CHCTEMBI
(ayToumMMyHHBIE 3a00JIeBaHUS, TEPBUYHBIE HMMMYHOAC(DUIUTHBIE COCTOSHHSA, IIOCIE
TpaHCIUIAHTALlUM OPTraHOB U TKAaHEN).




Kiannuveckue nposiiieHust

AHamHe3 HeININTEICH, OT HECKOJIBKUX JHEH 10 1, MaKCUMAIIbHO 2-X MECSIICB.

CumnTomMbl OMOJIOTHUYECKOW aKTMBHOCTH (OecTipHUMHHASA JIMXOpajKa, MOTEps Macchl Tena,
HOYHasl MOTIMBOCTh) BapHaOEIIbHBI.

Knuanyeckue mposiBiIeHUs 0OYCIOBJICHBI JIOKanu3amueid u maccoit omyxonu. bomee 50%
HXJI (mpeumyiiecTBEHHO M3 3peiblX B-kieTOk) y nAerell MHULMANBHO JIOKAIU3YIOTCS B
OpIOIIHOM  TMOJOCTH:  WieoleKanbHas 00JacTh, ANNEHIUKC, BOCXOJIAIIAs  KHIIKa,
Me3eHTepHalbHble M Jpyrue TPyNNbl BHYTPUOPIOMIHBIX JUM(OY3T0B. XapaKTepHBIM
MHHUIMAIBHBIM CUMIITOMOKOMILJIEKCOM SIBJISIETCSI  KJIIMHUKA OCTPOTO JKUBOTA: 0O0JIM, TOUIHOTA
U PBOTA, CHUMIITOMBI KHUIIEYHOW HENPOXOAUMOCTH, OCTPOIO aIlleHAMLNTA, XKEIyAOYHO-
KHUIIEYHOT'O KPOBOTEUCHHs WM nepdoparuu KUk, OIHAKO MEPBBIM MPOSBICHUEM MOXKET
OBITH NMPOCTO yBETUYEHHUE KUBOTA IPU OOIIEM YJIOBIECTBOPUTEIHHOM COCTOSHHUM peOeHKa. -
HXJI sBnsioTcs camoil 4acToil OIMyXoJibl0 OpIOIIHOM IMOJIOCTH Yy JeTei cTapiie S5 JeT H
BEyILIEH NPUUYNHON KUIIEYHONW HETPOXOJUMOCTH y IIKOJIBHUKOB. JTa JIOKAIU3alUsl TUITMYHA
U CTpeMUTenbHO pactyuiei aumdomsl bepkutra (JIB), mporpeccupoBaHne CHMITOMOB
C)KaTO BO BPEMEHH, TpeOyeT HEMEIJICHHON TUarHOCTUKU M CPOYHOro Havana Tepanuu. [lpu
($u3MKaTbHOM OCMOTpPE Y OOJBHOTO WHOT/AA OBIBACT MOKHO HPOMAJIBIHPOBATH OMYXOIb H,
KaK TpPaBUJIO, BBIABISETCS 3HAUWUTENbHAs renaTocIieHOMeranus, acuur. Ecim  ecTh
nepugepuyeckass auMpageHonaTus, TO OHA JIOKAJIM3yeTcss Huxke nauadparmel. Jlaxe B
OTCYTCTBUH CIEUU(PUIECKOT0 MOpaKeHHs Modek y 0oibHbIX JIb yacTo pa3BuBaeTcst octpas
MoYyeyHasi HeI0CTaTOYHOCTh, 00YCIIOBIIEHHAs METa00JIIMYECKUMHU PACCTPOICTBaMuU (CUHAPOM
octporo ju3uca onyxoiu, COJI), uro, Hapsiy ¢ HHPEKIIMOHHBIMU OCIIOKHEHUSMHU, SBISIETCS
OCHOBHOM IPUYMHOHN JIETAIBHOIO MCXOJa Ha JOTOCHUTAJIBHOM 3Tale W B IEPBbIE JHU
neyenus [4,5].

Jlokanuzauust omyxonu B cpenocteHun u tumyce (20-25% HXJI nerckoro Bo3pacta)
HanOonee uacto npucymia T-JIBJI. IlposBasercs HapymeHHSMH JIBIXaHUS, NPHUBOJUT K
Pa3BUTHIO CUMITOMOB CIABJIEHHUS OPTraHOB, JIOKAJIU3YIOUIMXCA B CPEOCTEHUU: HABSI3UMBBIN
Kamienb 0e3 MPHU3HAKOB BOCHAJICHHS, 3aTPyAHEHHUE JbIXaHWA W TJIOTAaHHs, WHOT/A MOTeps
roioca. Pa3BuBaeTcss CHHIpPOM CIaBJICHUS BEpXHEH IMONOW BEHBI -  TOJIOBHBIE 001,
paciIMpeHre BEH U OTEK IleH, Juua. Yacto pa3zBuBaeTcs TMIPOTOPAKC, YCUINBAs CUMIITOMBI
JBIXaTEJIbHOM HEJOCTaTOUYHOCTH; BBIIIOT B NEPUKApP] MOXKET NMPUBECTU K TAMIIOHAJE CEpALA.
bricTpo nmpucoeauHsI0TCS opaxeHue KocTHoro mosra ¢ nuronenueit u [IHC ¢ cynoporamu,
HapyIICHHEM CO3HAaHHWsS. YUWThIBasg OBICTPBI POCT OIyXOMH A3TH CHMIITOMBI OBICTPO
CTaHOBATCA KU3HEYTPOKAIOLIIUMH.

10-15% HXJI y nereit nokanusyoorces B 1uMponaneix oOpa3oBanusix BanbaeiiepoBa kombiia,

T'OJOBBI U IICH, C BOBJICUCHUCM CJIFOHHBIX XKCJIC3, OTCKOM HIDKHEH YCJIFIOCTHU, OAHOCTOPOHHUM
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YBEJIMYEHUEM TJIOTOYHOM MUHAAIMHBI C COOTBETCTBYIOLIEH CHUMITOMATHUKOM, BKIIIOYas
napesbl YepermHO-MO3TOBBIX HEPBOB KaK MEPBOM MPE3CHTAIMH OOJIE3HH.

Jlumdoma ¢ nmopakeHHeM TOJNBKO Nepupepuyeckux TUM(GaTHUECKUX y3J0B y JieTeil ObIBaeT
Hedacto (10~12% cmyuaeB). IlopakeHHble JIUM(OY3TIBI HMEIOT pa3IMYHYIO CTEIECHb
YBEJIMUEHUS] M IUIOTHOCTb, HEHANPSDKEHHBIE, HA paHHUX CTaAMSIX HECHasHHbIE C
OKPY’KaIOIIMMHU TKaHSIMH, PacIOJIOKEHbl aCUMMETPHYHO, Yallle BBIIIE YPOBHS Auadparmbl
wii 1o obe ee CTOPOHBI, C TEHJACHLUMEH K 00pa3oBaHHIO KOHIJIoMepaToB. B ormmume ot
mumdanenurta, auMmpoysnel npu HXJI 0e3007e3HEHHBI, HE HMMEIOT MECTHOW KOXHOM
THIIEPEMUH, HE MHBOIIOIIMOHHUPYIOT MOCIE Kypca aHTHOAKTepHaTbHON Teparuy.

[Topaxenue nentpansHoil HepBHOU cuctembl (LIHC) Moxker ObITh mpu 0O0M OMHCAHHOM
BBIIIE CHMITTOMOKOMIIJIEKCE, MPOSBIISIETCS TOJIOBHON 0OJIbIO, HE CBA3AHHOM C MPUEMOM IHIIH
PBOTOI, 0OYCIIOBIEHHBIMU CIABJICHHEM OITyXOJbIO OOJIEBHIMH CUMITOMAaMHM, HApYIICHUSIMHU
3peHHs U ClyXa, Mape3aMH M Mapalin4aMu, 0COOEHHO MPH BHYTPUUYEPEITHON U MKy paTbHOM
JIOKQJIM3aLMH OIyXOJIH.

Jlpyrue nHUIMAIbHbIE JOKAIU3AMUU: TIOYKH, KOCTH, OpOUTa, KOXa, IUTOBUIHAS U CIIOHHAS
JKeJIe3bl, IEUEHb (PEAKO) — COPOBOXKIAIOTCA COOTBETCTBYIOLIEH CUMIITOMATUKOM.

[Tpu BBIsIBIEHUH OBICTPO pacTyIleill OmyXoyd JII0O0ON JoKanu3anuu (0OCOOCHHO B OPIOIIHOM
MOJIOCTH) y feTeit Ao 14 net, kpoMme MIlaJIeHeB, HaJ0 npexae Bcero uckmovyars HXJI.

C HXJI y nereit 1 mOAPOCTKOB YacTO aCCOLIMMPOBAHBI HEOTIOKHBIE COCTOSIHUS: KUIIICUHAS
HEMPOXOUMOCTh, CHHIPOM «OCTPOTO XKHUBOTA» - KPOBOTEUECHUE, MHBArHMHALUS, TIephoparys;
CUHJApPOM cJaBiieHHs BepxHed nosoi BeHbl (CBIIB) m HapymieHus AbIXaHUS; CHUHAPOM
octporo sm3uca omyxonu (COJI) u pa3BuTHE OCTPOH NMOYEUHOW HEAOCTATOUHOCTH; MIpPHU
JOKIN3allMM  ONyXOJIM B JOMAYPAJbHOM  NPOCTPAHCTBE  BEAYLIMMH  SIBISAIOTCA

HEBPOJIOTUYECKAss CUMIITOMATHKA U BBIPAXKCHHBIN 00JIEBON CHHIPOM.

JAunarnocruka

[Tocne oueHku mOKa3arened, HEOOXOAMMBIX ISl ONPEACTCHUS TAKTUKH YPTrEeHTHBIX
MEpPONPUATHIA - HEOOXOAUMOCTh  XMPYPTMYECKOTO  BMEIIATENILCTBA,  KYMUPOBaHHE
HEOTJIOKHBIX COCTOSIHUH, OIIPE/IeTIEHUE aJIEKBATHOM COITPOBOAUTEILHON TAKTUKH MPOBOJSATCS
JUarHOCTMYECKUE MEPOIPHUATHS C 1LEJIbI0 BBIABIEGHUS W YTOYHEHMS  XapakTepa
muMmdonponnpepaTuBHOrO  3a0o0JeBaHMsA,  BKIOYas  IOJyYeHHE W IOJHOICHHOE
UCClIeIoOBaHNE cyOcTpara ONMyXoJid Uil BepH(HKAlMKM BapHaHTa U OIpEJesICEHUE CTaIuH
HXIJI.

IIpu nmomo3penun Ha HXJI nuarHOCTMYECKUH MPOLIECC HOJKEH MPOBOAUTHCS B CPOYHOM

peXHMME 10 Hadyajla IPOTUBOOITYX0JIEBOM TEpAIUU.



HeoGxomuMo 6e30TiiarateNbHO PEUIMTh OpraHU3allMOHHbIE M TEXHUYECKHE BOMPOCHI,
CBSI3aHHBIE C MPOBEACHUEM XHUPYPrHUECKOrOo BMEIIATeNbCTBA (OMOICHS, paauKaibHas
oreparysi), KymupoBaTb 1 MOHUTOPUPOBATH KU3HEHHO YTPOKAIOLINE CUHIPOMBI.
Luacnocmuxa exnouaem:

[TepBu4HBIT OCMOTP OOIBHOTO C OLIEHKOH kano0, KITMHUYECKOTO CTaTyca U aHaMHe3a -
XapakTep, BpeMs MOSBJICHUS U pa3BUTHE CUMITOMOB; HH(PEKIIMOHHBIA U CEMEIHbII aHaMHe3 -
OCTpbIe 1 XpPOHUYECKHUE NH(EKIUH, TEPBUYHbIE IMMYHOAC(PULIUTHBIE COCTOSHUS, OIyXOJIU U
reHeTHYecKue 3a00JIeBaHMs.

. OusMKalbHbIe JaHHbBIC: JIMXOPAaKa, O0JEBOM CHHAPOM M CHMIITOMBI MHTOKCUKAIUH,
reMOpparu4ecKuii CHHAPOM; pa3Mephbl U XapaKTEPUCTHKA BCEX TPYI JUM(OY3JI0B, KOCTHBIE
0onMM M CYCTaBHOM CHHIPOM, HapyLICHHs [bIXaHHs, TeNaTOCIUICHOMETAlIHs, COCTOSHHE
SAUYEK, HEBPOJOTMYECKUM CTAaTyC, IIpU BBIABICHUU NAIBIUPYEMOM oOmyxoau — €€
JOKaJIN3alMsl U XapaKTEPUCTHUKHU.

Jlabopamopmvie memoouxu

. OOt KIMHUYECKUN aHAINU3 KPOBU C MOACYETOM (OPMYIIbI (PyUHBIM) U KOJIUYECTBA
TPOMOOITUTOB - CPOYHO;

. OMOXMMHUYECKUN aHAJIM3 KPOBH C OLIEHKOW (YHKLMHU NEUEHH, MOYEK, ONpeaAeICHUEM

MO4eBOI KucaoThl, 35ekTponuToB (K, Na, Ca), nakrat gerunporenasst (JIII)

. koarynorpamma (AUYTB, IITU, TB, pudpunoren, XIla-3aBucumslii pudpunHoIN3),
. U3MEpeHue Tuypesa, aHaJlu3 MOYH;
. OlpeNieieHue  MapKepoB  BHPYCHBIX  uHpeknmii: ObB  (cepomormueckn u

konuuectBeHHO (I1LIP), rematuToB, anturena k BHUY;

. rpyImra KpoBu U pe3yc-(pakTop,

. CBIBOPOTOYHBIE HMMYHOTJIO0YTUHBI
Hnsaszuenvie npoyedypul

MPOBOSITCS B YCIOBUSAX 00€300UBaHUS

. UCCJICIOBAaHNE KOCTHOTO MO3Ta: MyHKIUHU U3 2 - 4-X aHATOMHYECKH PA3TUYHBIX TOYCK
(mepenHue M 33JHUE OCTU IMOJB3JIOIIHBIX KOCTEH) C MOACYETOM MHUEIOTPaMMBI (M3 KaKIOH
TOYKH Aenath 8-10 Ma3KoB); CTepHAJIbHAS ITYHKIUSI HE PEKOMEHIYETCS.

. MOP(}OIOTHYECKH OTPECNIUTh OTHOCUTENbHOE coaepkanue (%) OMyXOJIeBBIX KIETOK
U UX XapakTep;

. IIUTOXMMHUYECKOE MCCIICJOBAHUE HE HECeT JOMOJHHUTEIbHONH K Mopdonorun
nHGOPMALIKH 32 HCKITIOYCHUEM PEAKHX CIIydaeB HETUM(OOIACTHBIX TeMAaTOCAPKOM;

. UMMYHO()EHOTHITMPOBAHKE KIETOK KOCTHOTO MO3Ta MPH €ro MOPaKEHUU U B CIIydasix

B-0JI;



. TPENaHOOHOICHsI KOCTHOTO MO3ra He siBiisieTcst obs3arensHoil mpu HXJL y nereit u
IIOAPOCTKOB, HE BXOAUT B KPUTEPUU ONPEICICHUSA CTAaAUM U TEPANEBTUYECKOW TI'PYIIIbI
pucka (1pu JIEYEHMM IO MPHUHATHIM B IEAWATPUUECKON MNpakTUKe POCCHIICKMX KIMHUK
IPOTOKOJIaM); BO3MOXKHO HCIOJB30BaHHME B LEMIX AuddepeHnnanbHOl  JUarHOCTHKHY,
aTUIIMYHOM TE€UECHUH 3a00JIeBaHMS;

. UCCIICIOBAaHME  JIMKBOpA:  IepBas  JiloMOalbHash  NYHKUUS  JOJDKHA  OBITh
aTpaBMaTUYHOM, TPOBOIUTCS OMBITHBIM BPAauoM I10J OOIIIMM HapKO30M;

. aHaU3 JIMKBOPAa BKJIOYAET OIEHKY KJIETOYHOIO CcOCTaBa (KOJIMYECTBEHHYIO U

KayeCTBEHHYIO Ha IUTOTIpenapare),  ONpeeNieHHe COoAepXKaHus OeIKa U IIIFOKO3bI.

Kpumepuu ouacnocmuxu unuyuanvrozo nopaxcenus [IHC

. Hamu4yue 5 u Oosee OMyXOJeBBIX KJIETOK INPH LUTOJOTMYECKOM HCCIeIOBaHUN
JMKBOPA;
. JUKBOP C IIPUMECHI0 KpPOBM HE paccMaTpUBaeTCs B KauyecTBE [JOKa3aTelIbCTBA

nepsuuHoro nopaxenus [THC;

. TYMOpO3HbIE 00pa30BaHMsI B TOJOBHOM MO3T€ MJIM MO3TOBBIX 00O0JIOYKaX MO JaHHBIM
KT/MPT;
. napesbl/Iapajuiyd 4epernHO-MO3TOBbIX HEPBOB Ja)Xe IMPH OTCYTCTBHH OITyXOJIEBBIX

KJICTOK B JINKBOPE U BHYTPUMO3TOBBIX 00pa3oBanuii no nanusiMm KT/MPT.
. IIOPAKEHUE IJ1a3 U 3pUTENIbHBIX HEPBOB
KoHcynbramuu oTONMapuHroyora, OQTaabMOJIOra, HEBpPOMATOJOra; THHEKOJOora, Ipyrux

CIICHUAJINCTOB — I1O ITOKAa3aHUAM

Huempymenmanvhvie memoowvl uccie0o8anus

. OKT', 9XO-kapauorpadus;

. peHTreHorpadusi OpraHoB IPYTHON KIETKH (2 IPOEKIUU — TpsiMasi ¥ TipaBasi 00KOBast)
- MO3BOJISIET OOHAPYXUTh YBEIHMUEHHUE THUMyca U JHUMQOY3JIOB CPEIOCTCHUS, HATHINE
IJIEBPUTA, OYATrOB B JIETKUX U UX JIOKAJIU3ALIHIO;

. yIbTpa3BykoBoe wuccienoBanue (Y3M) opraHoB OpIOMIHOW TIONOCTH H  Tasa,
nepudeprudeckux JTUMQOY3TIOB;, OCMOTPETh: TMEYCHb, CEIIE3CHKY, TOYKH, KHUIICYHUK;
ME3CHTEpalIbHbIC, PETPONEPUTOHEANbHbIE W JHUMQOY3JIbl BOPOT TMEYCHH, CEIE3EHKH,
WJICOIEKATFHOTO yIJIa W Majoro Ttasza. [lopakeHHBIMH CUUTAIOTCS JUM(ATHUYECKUE Y3IIbI
pasmepoM Oosiee 1 cm B muamerpe. Y3U moO3BOJSET BBISIBUTH OMYXOJb, aCIUT, HATUYHE

O4aroB B IICYCHH, CCIIC3CHKE, COCTOAHUC JII/IM(I)aTI/I‘-ICCKI/IX Y3JIOB, ANYCK;



. KOMIbIOTepHass peHTreHoBckas tomorpadus (KT) — oOs3aTenbHBIE  MeTOJ
BU3yaJIM3alluH JUIsI OLEHKH COCTOSHHSI OpPraHOB IPYJHOW KIETKH M OpIOIIHOW mojiocTH (c
JBOWHBIM KOHTPACTHUPOBAHUEM) U MAJIOTO Ta3a, KOTOPBIH 1aeT 00bEKTUBHYIO HH(OPMAIHIO O
JOKaJMU3allMd ¥ TONOrpaUUecKuX XapaKTEPUCTHKAX OIyXOJIM; T03BOJIIET OOBEKTHBHO
OLIEHUTh MHUIMAJIBHBIE Pa3Mephl OImyXouu (00beM, HauOoJbINasi BEIMYNHA), UX U3MEHEHUH B
npoliecce Tepanuy U HeOOXOMM ISl OTIPEICIIEHUS] COCTOSHUSI pEMHCCHUY;

. [0 TIOKa3aHUSAM - KajJoObl Ha Oomm, cumnToMbl nopaxenuss LITHC, GonbHbIM mpu
JIOKQJIM3AIMH OIYXOJU B 00J1acTH TOOBEI, e —MPT TOJIOBHOTO / CIIMHHOTO MO3Ta;

. Opu KOCTHBIX Ooisix — R-rpadus, ckanupoBanue kocteil ¢ TexHeuueM 99, MPT
KOCTEH.

Wurepnperanus pesyasratoB Y3U, KT, MPT u npyrux cneuuanbHbIX METOAMK, AOJKHA

IIPOBOJUTHCS CIELUAIUCTAMM C II€IUATPUIECKON TIOATOTOBKOM.

Cneyuanvhbie Memoobl Uccie008aHUs

Bce nHBa3MBHBIE METOJUKHU JOJDKHBI MPOBOJIUTHCS C OOECIIEUEHUEM aHECTEe3MH (celarun),
npu TPOMOOIIUTONICHUN HCIIOJIb30BaTh 3aMECTUTENbHYIO TEPaluio JJs JTOCTHIKECHUS
nokasaressi Tpom6o1uToB >30 000/mKT).

[Ipy HanmuyuM OMYyXOJEBBIX HHQWIBTPATOB MaTepUajIoM s  JAMArHOCTHYECKOTO
UCCIICIOBAHMs, KaK IpaBWIIO, SBISAETCS OIyXOJieBas TKaHb, IIOJIyY€HHas B pe3yJibTaTe
OMOTICHUHU SKCTPAHOAATIBHBIX OIyXOJIEBBIX 00pa30BaHHUNA MM SKCIIM3UU JTUM(ATHIECKOTO y3Ia.
[Tpu Hamuuuu crenupUUecKoro aciuTa, MIeBpUTa, JEHKEeMUYECKOTO MOPaXKEHUsT KOCTHOTO
MO3ra BO3MOXKHO  YCTaHOBJEGHHME JMar€Ho3a Ha OCHOBAaHMU  MOP(OJIIOTHYECKOTO,
UMMYHO(EHOTUIINYECKOTO M LUTOICHETHYECKOTO MCCIEJOBAHUN OMYyXOJEBBIX KIETOK
OMOJIOTUYECKUX KUAKOCTEH 03 TMCTOIOrMYECKOTr0 UCCIIeI0BAHMUS.

[Tpu nmono3pennu Ha TMM(POMY HEOOXOAMMO OLIEHUTh BO3MOXKHOCTh YCTAHOBJICHHUS TUArHO3a
Ha OCHOBAaHHMM HCCIIEIOBaHMS KOCTHOTO MO3ra WJIHM BBINOTAa B OPIOIIHOW HJIM IJIEBPAIBbHOM
MOJIOCTSX 0€3 XUPYpruuecKoro BMeEIIaTeNbCTBa. JlaHHAs TaKTHKa OINpaBlaHa MpPU TSKEIOM
COCTOSIHUM TAIlMeHTa, OTCYTCTBUHM Nepudepudeckoi auMdaneHonaTud, HEO0OXOAUMOCTH
MIPOBE/ICHUS ONEPATUBHOIO BMEIIATENbCTBA JJISI MOJIYYEHUs OMONCHIHOTO Marepuana IMpu
JIOKAJM3alMK OIyXOJIM B TPYIHOW W/WIK OPIOUTHOM MOJOCTH, 3a0PIOMIMHHOM MPOCTPAHCTBE
WIX B TIOJIOCTH MAJIOTO Ta3a.

B pesynbrare Xupyprudeckoil (SKCHM3MOHHOM) Ouomncuu omyxonu (umdoysia) A0IKHO
ObITh  TOJYYEHO JOCTATOYHOE KOJMYECTBO MaTepuaia Ui MpPOBEIEHHUs KOMIUIEKca
HEOOXOIMMBIX UCCIIEIOBaHUM, BKIIOYAs: [IUTOJIOTHUECKOE U TUCTOJIOTUYECKOE UCCIICI0BaHHE
OTIICYAaTKOB M OwWonrTata OMyXOJM C  OLEHKOW MOpP(}OIOTMH M HMMYHOTHCTO-(IIMTO-

)XI/IMI/I‘ICCKI/IX XAapaKTCPUCTHUK, MNUTO- ©U MOJICKYJIAPHO-TCHCTUYCCKUC aHAJIN3bI; YacCTb
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MaTepHaa OCTaBUTh i1 BO3SMOXHBIX JIOMOJHUTEIBHBIX UCCIIEAOBAHHMA, 00ECIIEYUTDh YCIOBHS
JUISL MX JUIMTEJIBHOIO XPAHECHUS.

Buoncuto npoBoaaT moa oOmiel aHecTe3nei, 10 Hayajga MPOTUBOOIYXOJIEBON Tepamuu
34 HCKIIOYCHHMEM JKU3HEYIPOXKAIOIIMX CUTyallMd BCIEACTBUE CHUHAPOMA CHABIICHUS,
XUPYPTUYECKOE BMENIATEIbCTBO JOJDKHO OBITh MAaKCUMAJBHO INAJSAIIUMM; MaTepua
HEMEJUICHHO JIOCTaBUTh B NATOJIOT0AHATOMUYECKYIO Ja0OpaTOPHIO ¢ COOIIOACHUEM YCIOBUH,
OIIPEJIETICHHBIX IIATOJIOIOM;
KeJaTeIbHO MPUCYTCTBHE MATOJIOTa Ha OIepalii U y4acTue B 00paboTke MaTepuaa.

Ilonyuenue u 3a60p ouazHocmuyecko2o mamepuaia - oowue NPasuia:

. KonnyectBo marepuana IOMKHO OBITH aJeKBATHO MOCTaBJICHHOW IHMArHOCTHYECKOM
3az1ave.
. Marepuan oOT UroJbHOM OHONCMM O00pa3oBaHMA KaK MpPaBWIO HE SABISETCA

JIMAarHOCTHYECKU 3HAYMMbIM. PexoMeHayeTcs He IPOBOAUTH KpaeBble Ononcuu auMQpouIHoMl
TKaHu. @parMeHTUPOBaHUE MAaTEPHUAIIA 3ATPYAHAET €TI0 AUATHOCTUKY.

. HamnpasieHne Ha THCTOJIOTMYECKOE W HMMMYHOTMCTOXMMMYECKOE HCCIIEIOBAHUE
JOJDKHO COJepXkKaTh TMOJHYI0 MH(OpMAIMIO O MalueHTe, UCCIeyeMOM MaTepHuaie (TOYHas
JIOKaJIM3alMsl TOJTyYEHHsI, HAIMUUE APYTUX NTOPAKEHUI).

. Ecny  BBINONHAETCA COIVIACHO HMMEIOIIMMCS  [OKa3aHUAM TUCTOJIOTHYECKOE
UCCIIeZIOBAaHHE KOCTHOTO MO3Tra HEOOXOMUMBl JaHHBbIE aHanu3a mnepuepudeckoil KpoBH,

MUEIIOTPAMMBI, PE3yJIbTaThl IMMYHO()EHOTUITUPOBAHUS (€I OBIJIO CIETAHO).

[Tomy4yeHHbIH MaTepuan MOMECTUTh B (PU3UOJIOTMUECKUI pacTBOP (HE JOJIbIIE YeM Ha 2 yaca)
U TepesiaTh B aTOJIOT0aHATOMHUUYECKYIO TaO0paTOpHIO, I/Ie MaTepHal I0JKEeH ObITh MOMEIICH
B (pukcarop W TOABEprHYT AanbHeilmei oOpaboTke. Dukcanus NPOMCXOTUT TOJIBKO B
3a0ydepennom 10% pactBope dopmanmua. Eciam HET ycrnoBuil Ui mepenadyu matepuana B
yKa3aHHbIE CPOKH B JTJAOOPAaTOPHIO, TO MOJy4YE€HHAasl TKaHb JOJDKHA OBITH cpa3y MOMEIICHA B
yKa3aHHbII pacTBOp (opManuHa, IZleé MOXET XpaHUTbCA Oe3 OrpaHUMuYEHHUs BPEMEHHU [0
MIPOBEICHUS NATbHEHIINX MPOLEAYP NPOIECCHHTa (IPUTOTOBICHUE NMapa(UHOBBIX OJIOKOB).
[Ipy HaMMuUMU BIAXHOTO apxuBa (parMeHTbl TKaHU XpaHsaTca B 3al0ydepennom 10%
¢dbopmanuHe ¥ IpU HEOOXOTUMOCTH MPETOCTABISIIOTCSA Ha peepeHC UCCIIeJOBaHUE.

Bech onepairioHHO-OMOTICHITHBIN MaTepuall, a TaK)Ke U3TOTOBJICHHBIE U3 HEro mapauHOBbIC
OJIOKM ¥ CTEKJIa C THCTOJIOTHUECKUMH IpenapaTaMH, SIBISIOTCS COOCTBEHHOCTBIO MAIlUeHTa U
OecCIpersATCTBEHHO NEePeAaloTCsl Ha PyKH MAaIMEHTY JIMOO ero 3aKOHHOMY IMPEICTaBUTENIO 1O
3aIpocCy COIIaCHO O(pUIMAIBHO OPOPMIICHHBIM TOKYMEHTAM.

HccnenoBanus cydcTpara OMyXoiaH BKIIOYAIOT:
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* IMTOJIOTMYECKUN U TUCTOJIOTUYECKUN aHAINU3 C ONHUCAHUEM CTPYKTYPBI H KIETOUYHOTO
COCTaBa;

*  MMMYHOTHCTOXMMHUYECKMH aHaIM3 ¥ MMMYHO()EHOTUIIHMPOBAHUE C HCIIOJIb30BAaHUEM
MaHeTu aHTHUTEN JJIS ONpE/CICHUs OCHOBHBIX JMHEHHBIX M AU((epeHInPOBOUHBIX
aHTUTCHOB,  TOKa3aTejel  Mponu(epaTUBHOM  aKTUBHOCTH U HEKOTOPBIX
cneunpuieckux MapkepoB, Hanpumep, alk (AKKJI) unu C-myc nporoonkorena (JIb):

e wMapkepsl B-muaun: CD79a, CD10, CD19, CD20, CD22, cIgM, sIgM, «/A nerkue
ner, CD34,

e HLA-DR, TDT;

e wmapkepsl T- muauu: CD1a, CD2, CD5, CD7, CD3 (mmt?), CD4, CD8, TdT, CD30;

* ecrectBennsie kmuiepsl (HK): CD 56, CD16;

* mnponudepatuHbii noreHnuan: (Ki-67, BSAP (PAXS) uMMyHOrHCTOXUMHUYECKU C
yKa3aHUEM KOJIMYECTBEHHOTO noka3areiis (% MO3UTHUBHBIX KIIETOK).

e wMapkepsl ObB (EBER, LMP) — o nokaszanusm

Lumozenemuueckoe u monexyisapHo-yumozenemuyeckoe uccredosanue (FISH)

npu auMdomax y JAeTel NPOBOAUTCS C IENbI0 MOATBEPKICHUS/MCKIIOUCHHUS TUarHos3a
muMmdombl bepkutra — 0OHapy)XeHHE TEpEeCTpOeK IeHa C-myC B COCTaBE TPAaHCIOKALUi
t(8;14)(q24;q32), t(8;22)(q24; q ), t(2;8)(;q24) n ALK-nO3UTHBHBIX KpPYIHOKJIETOUHBIX
muMdom — noaTsepxkaeHue nepectpoek rena ALK. OcHOBHON MeTO/ UCCIEI0BaHHUS B 3TOM
ciydae — (ayopecuentHas in situ ruOpunusanus (FISH). B ocrambHbIX ciayuasx (kpaiine
PEeNKHUX) XPOMOCOMHBIE TEPECTPOHKM HOCAT pa3HOOOpa3HBIH XapakTep U HE HMEIOT
MPOTHOCTUYECKOTO M JHMAarHOCTUYECKOrO 3HaueHHs. J[Is uX BBIABICHHS HEOO0XOIUMO
IIUTOT€HETHUECKOE HCCIIEZIOBaHUE cyOcTpara OmyXoiu (JUM(aTHYeckoro ysia u Jp.) mocie
KyJIbTUBUPOBAHUS.

HccnenoBanue MpoBOIUTCS TOJBKO B Hauaje 3a00J€BaHMs /10 JICUCHHUS.

Matepran A HCCIENOBAaHUS W YCJIOBUS TPAHCIOPTUPOBKM — COIVIACHO YCTAHOBKaM
nabopaTopuu, MPOBOIAILEH aHAIH3.

K Marepuany npuioXuTh HalIpaBJIEHUE U BBIIIUCKY.

MOHUTOPHHT MUHUMAJIBHOM OCTaToyHOU Oone3nu - numpoma bepkurra, ALK-no3uTnBHbIC
TUM(OMBI - MOXeET MpoBoauThCcst MerogoM FISH Toipko B ciydae mepBOHAYaIbHOTO
MOpaXeHMsI KOCTHOTO Mo3ra U o0si3aTenbHOM BhisBieHuu t(8;14)(q24;q932), t(8;22)(q24; q )

i t(2;8)(;q24) wnmu nepectpoiiku ALK B mepBuaHOM 00pasiie.
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JIMarHOCTHYECKUE MEpOIPHUATHS OAMHAKOBHI He3aBucuMo oT Buaa HXJI, ocoGeHHOCTH
o0clieZIOBaHUsI MOTYT OBITh PE3yJbTATOM JOKAJIM3ALMU OIYXOJHM U TSDKECTH COCTOSHUS
00JILHOTO — 00CYKJAI0TCS B 3aBUCUMOCTH OT UHAMBHYaJIbHOTO CITyYasl.

Jlo HayaJsa Tepanuu y HoJpOCTKOB U MOJIOJIBIX B3POCIBIX — 00CYTUTH 3a00p CIIepMBbI

[To pesynbraram oOciemoBaHus onpeneauTs craguo HXIL.

Cmaouposanue no St.Jude

Kinnnnyeckas craaus  ompenensieT  pacHpOCTPaHEHHOCTb — OIYXOJIEBOTO  IIpoliecca,
yCTaHABIMBAETCSl B COOTBETCTBUH CO ClIeAyromuMu kputepusmu ( S.Murphy, 1978):

I cragumsa. OpuHOYHBIM JMMQOy3en MM SKCTPAaHONANbHAS OMYyXOJb 0€3 JIOKaJIbHOTO
pactpoCTpaHEHHsI; HCKIIOYAIOTCS MeIuacTUHANbHAs, a0JOMHUHAJbHAS, AMHUIypalibHas
JIOKaJIN3aLHH.

II cranus.

- 0JIHA 3KCTPAHOAAJTbHAS OIYXOJIb C MOPAKEHUEM PETHOHAIBHBIX JTUM(OY3IIOB;

- IBe U Oosee TpyIi JIMM(OY3JI0B IO OJHY CTOPOHY AHadparmMsi;

- IB€ OJJUHOYHBIE YKCTPAHOAAIbHBIC OIMyXOJIH ¢/0€3 MOpaKeHUsI PErHOHATIBHBIX JIUM(POY3JI0B
10 OJTHY CTOPOHY AHadparMsl

- IEpBUYHAs OIyXOJb KEIyIOYHO-KUIIEUYHOIO0 TPAKTa, JOKAJIM30BaHHAs B WJIEOLIEKAJIbHOMN
obnactu ¢/6e3 mopakeHHUss Me3eHTEPUATbHBIX TUM(OY3TIOB,

-MCKJIIOYAI0TCA MEUACTUHAJIbHBIE U MU IypajbHbIE OIyXOJIH;

(Heckonbko num(poy3I0B WK 3KCTPAHOAAIBHBIX OIyXOJIEH MO OJHY CTOPOHY Auadparmbl
c/6e3 JOKaJIbHOTO PAaCIIPOCTPAHEHHUS).

[Ipn MakpOCKONMYECKH MOJIHOM YJAJIEHUU OIyXOJIM Oompenensercsa Kak peseunpoanHas (11
P), npu HEBO3MOXHOCTH MOJHOIO yJaneHus kak HepesenupoBaHHas (IIHP); nckmrouarorcs
MeJMacTUHAJIbHAs U SNIUAYpalibHas JTOKAJIU3aLNH.

I cragusa. OmyxoneBble 00pa3zoBaHMsA MO 00€ CTOPOHBI JuadparMel, BHYTPUTPYIHAs,
napacnvHajgbHas W SUUAYpajbHas JIOKAIM3ALUU OMYXOJH, OOIIMpHAas Hepe3eKkTaberabHas
BHYTPHOPIOIIHAS OMYXOJIb.

IV cramusa. Jlo0Gas nokanu3anus MEpBUYHOM OmMyxoiu ¢ HaiuuueM mnopaxenus [IHC,
KOCTHOTO MO3Ta W/WIIN MYJIbTU()OKATBHOTO MOPAKEHUS CKEJIETA.

ITopaxenuem koctHOro mo3ra npu HXJI O0nbIIMHCTBO OHKOT€MaTOJIOTOB CUUTAIOT HAIUUNE
B KJETOYHOM cocraBe >5 (mpu Bapuante L3 wnm Hexnaccupumupyempix nmo ®Ab -
eIMHUYHBIX KJIETOK) M < 25% omyxoseBbIX KieTok. [Ipu BoisiBieHnu Oonee 25% OmacTHBIX
KJIETOK B KOCTHOM MO3r€ IMarHOCTUPYIOT OCTPBIN JIEUKO3.

OneHka XapaKTepUCTHK JIEHKEMHUYECKHX KJIETOK M BapuaHTa JelKo3a — IO aHaJOTuu C

HCIOJIb3YCMBIMU TSI TUATHOCTUKH OCTPBIX JIEHKO30B.
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®opMyIMPOBKA 1MArHO3a

Jnarno3 ¢popMynupyercs B COOTBETCTBUU ¢ Kiaccupukanueir BO3 2008 roga, Bkirouaet
orpeseneHue Hozonorudeckor Qopmbl, Bapuanta HXJI, pacnpocTpaHEHHOCTH OMyXOlH —
cranuto (mo S.Murphy) ¢ ykazanuem oOnactell TOpakKeHHUs U OCIIOKHEHUH, 00YyCIOBIECHHBIX
OCHOBHBIM 3a0oJieBaHMEM. ['pymma pucka OnpenesseTcsi B COOTBETCTBUU C HCIIOJIb3YEMbIM

IIPOTOKOJIOM.

JIEYEHUE

Jlesenne HXJI y nereli U IOAPOCTKOB OTHOCUTCS K paspsy BBICOKMX MEIUIUHCKHUX
TEXHOJIOTUH, TpeOyeT KpoMe COOTBETCTBEHHBIX YCIIOBHM CTallMOHAPHOTO MOJpa3aesICHUs
HAJINYMS KayeCTBEHHOW J1abopaTopHOM M TpaHC]y3MOIOTHUECKOHN CIyKObI, BO3ZMOXKHOCTEH
MPOBE/ICHUSI MHTEHCHBHON M pEaHUMAIlMOHHOM Tepanuu, y4acTHs B JIeueOHOM Ipolecce

CTELUAINCTOB PA3IIMYHOTO MPODUIISL.

YcaoBus conepkaHus U yX0i

bonpHOM, mnonmyuatonuii siedeHue mo mnoBoxy HXJI, mgomxkeH OBITh TIOMENIEH B
WHAMBUyalbHyl0 manary. Heobxogumo o0ecrnieunTh  COOJIIOJICHHE CaHUTapHO-
TMTHEHUYECKOT0 PeKnMa, BKITIOYas exXeIHeBHas 1e3MH(EKIns MecTa peObIBaHus O0JILHOTO
JIe3pacTBOPaMHU, UCTIONIb30BATh OAKTEPHUILIMIHBIC JIAMIIBI, TIPU arpaHyJIOLHUTO3€ — €KETHEBHYIO
CMEHY TOCTEIFHOI'0 U HAaTENBHOTO Oelbsi; €XKEeTHEBHOE MBIThE MO AyIIEM WM OOTHpaHHE,
00paboTka Marepanuii U MOBPEKICHUN; COONIIOICHHE JHMYHONW TMIHEHBl POJUTEISIMH U

MOCETUTEISIMH, 00pabOTKa PyK IepcoHaa npu BXoje B nanaty (0oKc).

CranpapThbl IPOTHBOONYXO0JIEBOI MOJTUXUMHUOTEPATIMA

Obwue nonoicenus

BBeneHne BBICOKOJO3MPOBAHHBIX IPENApaToB OCYIIECTBISETCS Yepe3 LEHTPaIbHBIN
BeHo3HbIN KaTterep (LUBK) w3 monuxmopBuHHMIA WIM TOJMypeTaHa - JUid O€301acHOTrO
JOJITOBPEMEHHOI'O CTOSIHUS.

[IBK “MIUIaHTHPYIOT OJHOBPEMEHHO C  JIHArHOCTHUECKUMH TMPOLEAypaMu IO 0OuIei
AQHECTE3UEH.

Baumanue: npu cMHApPOMe BepXHeil 10J10i BeHbl 001N HAPKO3 NPOTHBONOKAa3aH. [Ipu
BBIHY)KJICHHOM  HCIOJb30BAHUU MEpU(EPUYECKUX BEH MPEANOYTHTEIHHO BBEICHHE
XUMHOIIPENAPAaTOB B BEHBI ThlJIa KUCTH, JUISI BBEIACHMS BUHKpPUCTMHAa 3TO yCIIOBUE
00513aTeNBHO.

J103bl IEPOpPATIBHBIX ¥ BHYTPUBEHHBIX CPEACTB XMMHOTEPANMU PACCUUTHIBATH HA IUIOIIAIb

MOBCPXHOCTU TCJIa IO HOMOI'paMMam. HaI_[I/IeHTI:I B BO3pacCTC n0 6 MCECALICB JOJI?)KHBI
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nosrydath 2/3 momHo#u m03bl, 7-12 MecsieB - 3/4 MONHON M03bI, pACCYMTAHHON Ha TUIOIIATH
MOBEPXHOCTH TeJNa; MPHU JICUCHUU JETeHd CO 3HAYUTEIHHBIM Je(UIIMTOM MAaCChl Tella J03bI
XUMHUONPENAPATOB  PEAYLHPOBATH COOTBETCTBEHHO OMNPEACICHUSAM TEpPareBTHUYECKOTO
MPOTOKONA; Tpu JeduiuTe Macchl Tenma >25% XuMmuoTepanus HE TPOBOAUTCA IO
BOCCTaHOBJICHHS.

W3mepsaTh 1uiomags MOBEPXHOCTH Tella B MPOLECCE BBIMOJHEHUS] MPOrPaMMHOW Tepanuu
nepes kaxasiM Kypcom 1IXT.

Jl03bl, CPOKM W JUIUTENBHOCTh BBEICHMS XHWMHOIPENApaToB JIOJDKHBI COOTBETCTBOBATh
YCIIOBHUSIM HCIIOJIb3yEMOr0 TEPANEeBTUYECKOTO IMPOTOKOJIA; 3aMEHa MpenaparoB, MPOMYCKU
BBEACHUS, HM3MEHEHHE [03bl, [JIMTEIBHOCTH WJIM OYEPEIAHOCTH BBEICHMS MpPErnapaToB

AOIMYCKAIOTCA B UCKIIIOUUTCIIBHBIX CITydadX TOJIBKO IMPU HAJIUYHUU CCPbC3HBIX TPHUYNH.

Cmanoapmui conposooumenvHol mepanuu

Bxirouaror, Hapsay ¢ yCIOBHUAMU TOCIUTAIU3ALMY U SIIUIMEPOIPUATHAMU TaKXKe:

. CTpOroe BBINOJHEHHE TPABWI NPOPUIAKTHKA U JIEYCHUS HMH(EKIHOHHBIX
OCJIOKHEHUH (OaKTepHabHBIX, TPUOKOBBIX, BUPYCHBIX, TAPA3UTAPHBIX);

. B Cly4yae pa3BUTUS HMH(MEKIMOHHBIX OCJIOKHEHHH - BO3MOXXHOCTb IPOM3BECTH
HEMEJUICHHBIC ¥ MTOBTOPHBIE UCCIEA0BAHMS Ui UACHTH()UKAINUN BO30OYIUTENS U KOPPEKIHH

AaHTUMUKPOOHOH Tepanuu B 3aBUCUMOCTH OT 4yBCTBHTEIBHOCTH.

. KadecTBEHHOE HH(Y3MOHHOE M TpaHC(Y3MOHHOE CONPOBOXKACHUE U KaTeTepHBIC
TEXHOJOTHHU*;
. NpUMEHEHHE HEOOXOJUMON CeJaTHBHOM W JPyroil CHMITOMAaTHYECKOW Tepamnuu

(IpOTUBOPBOTHOM, aHAITE3UPYIOIIEH);

. KOPPEKIHIO METab0JINYECKUX HapYIICHUH;

. HaJlM4Me  JIOCTaTOYHOro  Habopa  aHTHOAKTEpUAIbHBIX M COBPEMEHHBIX
MPOTHUBOTPUOKOBBIX TpENapaToB MJs JeueHHs WHQPEKIUOHHBIX OCIOKHEHUH B TEPHOA
HEUTPOIICHUY;

. BO3MO)XHOCTb NPOBEACHUS IMAapEHTEPAIbHOIO NMUTAHUS (YACTUYHOIO WJIM IOJIHOIO)
IIPY HEBO3MOXHOCTU NPOAOKUTH IOJIHOLIEHHOE 3HTEpAIIbHOE, NPU IOTEpPE MAcChl Tejaa >

10%, no1o3peHnH Ha HEUTPOIIEHUUECKUI DPHTEPOKOJIUT.

Cmanoapmel uHmMeHCusHoU mepanuu

B JIITY, npooasimem nedernrie HXJI, 1omkHO OBITH OTHETCHHWE WM Tanara WHTCHCUBHON
Tepanuy, OCHAIEHHAs HEOOXOMUMBIMH TpenaparaMd W 00OpyJAOBaHHUEM [UIsl BEACHUS
OONBHOTO C TSDKENOW JBIXaTeIbHOH M CEepAEYHO-COCYIUCTOM  HEJOCTAaTOYHOCTHIO,

CENTUYECKUM M JIPYTMMH BHJAaMM II0Ka, I'€MOPParudyeCKUM CHHIPOMOM, IIOYE€YHOU
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HCAOCTATOYHOCTBIO U IP. HGO6XO,Z[I/IMO HUMCTH BO3MOXHOCTL HNPOBCACHUA IEMOAUAIIN3a H

remoduibTpanuy, annaparaoit UBJIL.

Tpebosanus Kk HAMUUUIO CNEYUATUCTNOE CMEICHBIX CHEYUATbHOCTEN

. JIITY, npoBopsiee nedeHue naureHToB ¢ HXJI, HOMKHO HMETh B CTpPyKType:
otAencHue (TManaTy) aHeCTe3HOJOIMU-PEaHHMMALUU, OTAEJICHUE XUPYPrUH, CHocoOHOe
BBIIOJIHATh TOpaKalbHble M aOJOMUHAJIBHBIE oOmNepanuu. B 1mrarte 1OKHBI OBITH
HEBPOIATOJIOT,  OKYJHUCT,  OTOJAPMHIOJIOT,  BO3MOXXHOCTb  KOHCYJbTALIMH  JPYIHX
CIELMAIUCTOB (IHAOKPUHOJIOT, THHEKOJIOT, HEHPOXUPYPT, YPOJIOT).

. O06s3arenbHO HaMMYMe KBATH(PHUIUPOBAHHON T1aOOpaTOPHOM CIyKObI M BO3MOKHOCTh

HCII0JIb30BaTh COBPEMEHHBIE METO/1bl BU3yanu3auuu, Bkiaodas KT u MPT.

TaxkTuka u crparerus jgedenusa HXJI y nereit 1 mnoapocrkos

Obwue meponpuamus

JleyeHne oOmyxoJaM HAUMHAETCS C OLUEHKM M KyIUPOBAaHUS HWHUIMAIBHBIX CHHAPOMOB,
OOYCJIOBJICHHBIX JIOKQIM3allMel M Maccol Oomyxoiu (CHHIPOMBI  CHABICHHS) U
MeTa0OIMYECKUMHU HApyIICHUSIMH B CBSI3U C €€ pacnazoM (CHHAPOM OIMYXOJIEBOIO JIM3HUCA,
COJD).

HemeneHHo mpu nocTymiaeHun O0JIBHOTO B CTAllMOHAP:

- IOCTAaBUTh U UCIIOJIb30BaTh NepudepruuecKuii KareTep; OpraHu3oBaTh CPOUHBIH KOHTPOJIb
OMOXMMHUYECKUX TOKas3aTejae s  CBOCBPEMEHHOIO  BBIBICHUS  META0OIMYECKHX
HapyILICHUH;

- OTIpeNIeNUTh HeOOXOAMMOCTh M HauaTh WHPY3HOHHYIO H aHTHOAKTepHAIbHYIO Tepamnuio (C
YUETOM JIaHHBIX aHAMHE3a, ’KaJ00 1 UMEIOIINXCS CUMIITOMOB);

- OpraHu30BaTh MEPONPUATHS TO aJCKBAaTHOM NpoQuIakTHKe HHQEKIHA, 00ecrneuuTsh
TpaHC(y3UOHHYIO MOJICPIKKY;

- KYIIUPOBATh KU3HEYTPOKAIOLIUE CUMIITOMBI U CUH/IPOMBI.

OOecnieunTh UEHTPAIBHBIA BEHO3HBIH JOCTYNl OAHOBPEMEHHO C JUArHOCTUYECKUMU
nporenypamu moja odumiei anectesueld. I1oCckobKY IpU CHHIPOME BEPXHETO CPEJOCTEHHS
o0IIMi HAapKO3 MPOTUBOIIOKA3aH, MPHU HEOOXOIMMOCTH NPOBEJICHUS MHTEHCHUBHON Tepamnuu

YCTaHOBUTH O€PEHHBIN KaTeTep 10 KyNMUPOBAHUS CUHAPOMA C/IABICHHUS.

Huuyuanonvie ypeenmuvie cumyayuu
MenuactuHanbpHas OIyX0JIb ¢ KOMIIPECCUEH Tpaxeu, CUHAPOMOM CHABJICHUS BEPXHEU IOJION

BCHEI C BBITIOTHBIM IIJICBPUTOM, ICPUKAPIUTOM:
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OOJNbHOM HAXOOUTCAd B KPUTUYECKOM COCTOSIHUHM, TPOBEIEHHE HMHBA3MBHBIX IPOLEAYD
CONPSIKEHO C YIPO30M IS )KU3HU.

Heo6xoauMo: OTIOXKHUTH BCE WHBA3WMBHBIC AMArHOCTHYECKHE Mponenypsl. [lpu Hamuuum
IUIEBPAJILHOTO BBINOTA €T0 CJIEIYEeT OCTOPOKHO YAAIUTh Te(PIIOHOBOM Uriloi G 10T MECTHBIM
HapKO30M (3aMecTUTh Ia3Moil B/B). [Ipy BO3MOXXHOCTH HE HCHOJIB30BATH JUIUTEIHLHOTO
IpeHUpPOBaHUs. J[peHaXHYIO )KUIKOCTh HCIIOJIb30BaTh I JMArHOCTHYECKOTO aHATN3a
HemennenHo Hawyath uuTOpenyKTHBHYIO Tepanuio Ilpeanuzonom / Ilpemnuzononom 60
mr/m2/nens 1 Huxinodochamumom 100 mr/m2/nens. [locne crabunmzanuu KIMHHYECKOTO
COCTOSIHUS, 00BIYHO Yepe3 1-2 qHsl, BO30OHOBUTH IUArHOCTUYECKHE MPOIIETYPHI.

B ciyuae jerkoro, HO O4E€BHUHOTO 3aTPYJHECHUS JIBIXaHUA CIEAyeT MOMBITaThCS TOCTaBUTh
JMarHo3 TOCPEJCTBOM aHaJM3a KOCTHOTO MO3ra M JII000Tr0 MMEOIIErocs IUIEBPaIbHOTO
BbInoTa. [lpu Mcnonp30BaHMM MHTYOAIIMOHHOIO HApKO3a CYMIECTBYET PHCK OMACHBIX IS
KHU3HH PECTIUPATOPHBIX PACCTPOMCTB BCJIEJICTBHE IOCTONEPAIMOHHOIO OTEKa U CYXKCHHS
npocBeta Tpaxew. [Ipu mnpoBeneHMHM HWHTYOAlMKW y TaKUX TNAlMEHTOB PEKOMEHAYETCS
M30MpaTeNbHO TPOJOJDKATh BEHTWISAILHMIO II0OCIE XUPYPrHUECKOTO0 BMELIATEIbCTBA H
HEMEJUICHHO HayaTh LUTOPEIYKTHBHYIO TEpaNuio. DKCTYOALHUIO CIEAYET OTIOXKHTH J0 TeX
1op, MOKa [IUTOPEAYKTUBHASI TEPAITUS HE MPUBEICT K 3HAYUTEIHLHOMY COKPAIIEHUIO Pa3MEPOB
omyxonu. Ecnmm 11 monyyeHMs HCCIEIyeMOro Marepuana HeoOXoIuMma TOpPaKOTOMMS,
ClIeyeT TIPOM3BECTH COKpAIICHHWE pPa3MEpPOB OMYXOJIH C IIeTbI0 CHIDKEHUS pHCKa
MIOCTOTIEPALIMOHHOTO C/IABJICHUS TPAXEH.

[Ipu pasperieHud CHUMIITOMOB OOCTPYKIMHM HEMEUIGHHO MPOBECTH HEOOXOAUMBIE
JIMAarHOCTHYECKUE, BKIIOYAas WHBA3WBHBIE (KOCTHOMO3TOBBIE M JIOMOanbHas IyHKLUH,
Ouorncus omyxonn) u nedeOnsie (mocranoBka [IBK) nmpouenypsi.

Cunznpom omyxosieBoro nusuca (COJI): onuro-/anypust ¢ OOCTpYKIMEH MOYEBBIBOASIINX
MyTeHd, pacIIMpEeHUEeM IOYEYHBIX JIOXAHOK, YpaTHOW WM KanbludochaTHON HedpomaTueit
HaunOosnee yacto pazsuBaercs npu B-HXJI u3 3pensix kiietok — numdome/nerikoze bépkurra.
[Ipu Oonpmioif Macce OMyXOJNM HE3aBUCMMO OT €€ BapuaHTa WM JIOKAU3allUd CIEAyeT
npoBoauTh mnpodunaktuky COJL: ammomypunon (10 Mr/kr/cyTku p.o.) NpH aJeKBaTHas
uHy3noHHON Teparmuu: 3 /M2 xuakoctd ( 0,9% pactBop NaCl u 5% p-p IJIIOKO3BI B
cootHomeHu# 1:1) ¢ 3amenaunBanueM p-pom cobl (40-80 MMOII/T ) TIOJ] KOHTPOJIEM AUype3a
U TUTAaHOBOM Ha3HaueHUM p-pa pypocemuna (naszukc 1-10 mr/kr/cytku). bonee HHTEHCUBHBIM
neiictBueM obnanaet pacOypukasa, B PO He cepruduimponana.

WNuutmanpaas uHpy3us - 6e3 100aBIeHUsT KaHs, >KEIaTeIbHO MOJICPKUBATH COCTOSTHHUE
YMEPEHHOW TMITOKATUEMHUH.

BaxHno - moanepxuBath BbICOKMH amype3 - 100-250 mu/m2/dac; eciam 3TOro ynaercs

TOOHUTHCS, METAOOIMYECKHE HApYIIEHHUs OBIBAIOT PEIKO.
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KontponupoBars 0Oananc sxuakocTedl — (OanmaHc: KOJMYECTBO BBIJCIEHHOW MOYHM =
KOJINYECTBO BBEJICHHOM JKUAKOCTH + IMOTEPH KUAKOCTH € TIepCHHpanuent Kaxisle 3 yaca;
KonrtponsHoe B3BemmBanue 4 paza B CyTKU; IpuOaBKa B BeCe 03HAYAET 3aACPIKKY KUIKOCTH.
JlaGopaTopHblii KOHTpOIb Kaxkable 6 yacoB, cMoTpeTh Na, K, Cl, Ca, docdatsi, MoueByio
KHCJIOTY, KPEaTHHHH.

[Tpu HapacTanuu copepkanus kanus/pocdaroB KpoBH, pa3BUTUNA MOYEKUCIONW HEPPOIATHH:

- yBenuuuTh 00BeM uH(DY3um g0 5 /M2 ¢ obecnedeHueM pexuma (HopcHpOBaAaHHOTO
muypesa; npu runepkamuemun (K 6,0 m Gomee MMOJb/11), pa3BUTUU OJUTYpPUH, TTOJHOM
OOCTPYKIIMM MOYEBBIBOJAIINX IyTEH ONpeNeNuTh IMOKa3aHWs / MPOBOIUTH T'€MOJHUAIIN3
(Zpyrue MeToabl IKCTPaKOPIOPAIbHON OYUCTKH).

[Tpu uzmenenusix DKI', 00yCcIOBIEHHBIX TUIIEPKATUEMHUEH, UCTIONb30BaTh:

1) rmrokonar Ca 10% - 0,5-1(2) mur/kr MeasieHHO B/B (OIACHOCTH OpaJuKapIun);

2) pactBop NaHCO3 - 2 mmon/kr - B/B KanenbHO ObICTpO (B TeueHue 30-60 MUHYT).

Jpyeue ocnoorcnenus.

CHHIpPOM «OCTPOTO >KMBOTA»: KUIIEYHAs HEMPOXOAUMOCTH, KPOBOTECUCHHUS W Tiepdoparius
opranoB XKT TpeOyroT KBamu(UIMPOBAHHOTO HEMEIJIEHHOTO XUPYPIHUECKOTO KOHTPOIIS,
onpeneseHUs] MOKa3aHUH W TPOBEICHMS ONEPATUBHOIO BMEIIATENILCTBA B KOMILIEKCE C
aJICKBAaTHBIMU COTIPOBOJUTEILHBIMA MEPOIPHUATHIMH, BKIIOUas aHTHOAKTEPUAIBHYIO U
3aMECTUTENIbHYIO TEPaInIo.

OnuaypanbHas W/WIM MapacluHaIbHAs JIOKATH3AIMs OMyXOJM C Pa3BUTHEM Maparieruid u
Mape3oB: IUTOPEAYKTUBHAS Teparus (KOPTHKOCTEpOUIbl M HukiIodochaH, Mpu HATHYUU
TEXHUYECKUX BO3MOXKHOCTEM JomyckaeTcss Huszkogo3oBoe - 1,5 — 2,0 I'p - nokaibHOE
o0y4yeHne), MHOT/Ia C IENbI0 JIEKOMIIPECCHH MOXKET MOTPeOOBaThCS HEHPOXHPYPrHUECKOe

BMEIIATENbCTBO (KOHCYJIbTALIMSI HEBPOJIOTa, HEHPOXUpPypra).

OO0mme npuHnMnbl cnenupuyeckoi tepannu HXJI y nereit m moapocTrkos

OcnoBoii 3¢ dexruBnoit Tepanu HXJI y nereit u nonpoctkos sBisercs [IXT, pexumsl u
MHTCHCUBHOCTh KOTOPOH OMNpEnNeNsioTCs BAapHAaHTOM M CTagued JTUMQPOMBI — PHCK-
aZanTUPOBAHHAS TAKTUKA,

- mpu Bcex BapuaHtax HXJI OoibHBIM JaHHON BO3pPAacTHOM Tpymnmbl o00s3aTenbHA
npoduIakTUKa HeUPOIeHKo3a;

- HE UCHOJB3YyeTCs JIOKajbHas (HAa MECTO IOpPaXXEHWs) JydyeBas Tepamnus 3a PEeaKUM
UCKJIIOYEHHEM (HapUMeEp, JUIsl YMEHBIIEHHSI MacChl OIIyXO0JIM IIPU CUHAPOME CAABJICHMUS).

- o0s3aresbHOE  BBIIOJHEHME  KOMIUJIEKCA  a/IeKBAaTHOM  CONPOBOIUTENBHOW |

3aMECTUTENILHON TEepaIuu.
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B pasHBIX cTpaHax npemiokeHbl IporpaMmsbl yedeHus netckux HXJI ¢ mpubau3uTensHO
oauHakoBOi 3ddexTuBHOCTRIO. B Poccum ¢ Hawama 90-x Tom0B HIMPOKO TNPHUMEHSIOT
IIPOrpaMMBbl, OCHOBaHHbIE Ha IpoTOKonax rpymnnsl bOM - miua B-knerounsix HXJI, He-B-
HXJI (mumdobnactapix) u anamnactudeckoid T- (0-) kpymHoknerownoit mmmdome. B
OOJIBLIIMHCTBE CIIy4yaeB 3THU MPOTOKOJBI MOAU(MUIMPOBAHBI, B Psijie CIy4aeB HCIOJIb3YIOT
porpaMMbl JIeUueHHs!, pa3paboTaHHble poccuiickuMu KinHuKamMu. C 2004r. mpoBOMIOCH
MHOTOLIEHTPOBOE HCCIIEJIOBAHUE MPOTOKOJIAa KOMOMHMPOBAHHOW HMMYHOXMMHUOTEpANUU C
BKJIFOYCHUEM AHTUTEII IPOTUB AaHTUI€HOB B-KieTok 11 nedeHus 3penokneTounbix B-HXJT y
nete u noapoctkos — npotokon B-HXJI2004M B HacTos1ee BpeMsl IIUPOKO IMPUMEHSAETCS

B OTEUECTBEHHBIX MEINATPUUECKUX CIIELUAIN3UPOBAaHHBIX cTalMoHapax [5,6,7].

Jumgpooracmusie T- u B-knemounsvie numepomot uz knemox-npeouiecmeennukos (J1bJIl)
JIBJI coctaBmsitor ~20-25% Beex ciydaes HXJI B Bo3pacTHOM rpynne 1o 18 ner, u3 HUX 10
75% cocTaBnsAOT TUMGPOMBI U3 MPEIIIECTBEHHUKOB T-KiIeTok u 10 25% - B-knetok.  3Ot0
OBICTPO TPOTPECCUPYIOIINE BBICOKO arpecCUBHBIC OMYXOJdH, 0€3 JIeYeHMs 3aKaHYMBAIOTCS
(daTanbHO B TEYCHHUE HECKOJIBKUX MecsleB.  [Ipu MCMOIb30BaHUM COBPEMEHHBIX MPOTrPaMM
Tepanuu pe3yJIbTaThl JOJATOCPOYHON BEKUBAEMOCTH JocturaroT 80%,

JIBJI u3 T-knemox-npeodutecmeeHHUKO8

T-JIBJI — TUNWYHBL JUIsI MaTbYUKOB-TIOAPOCTKOB. Pa3BuBaromiecs: B paHHUE CPOKH (OOBITHO
Ha 1-M ToAy peMHCCHH) pEelUANBBI TPAKTUUYECKH HHKYPaOeIhHBI.

WNuutmanpaas nokammzanmst B 50% ciydasix B cpefocTeHHH (IUMQOY3Ibl U TUMYC) C
pa3BUTHEM CHHIPOMAa BEPXHETO CPEJOCTEHHS U IJICBPAIbHBIM BBIIIOTOM; TaK)KE MOTYT OBITH
nopakeHsl nepudepuyeckue J/y, Koxa, nedeHb, JUMQPOouaHbIe 00pa3oBaHus BajbleiiepoBa
KOJIbLIa, TOHAJBI; yalle, ueM npu Apyrux HXJI, B mpouecc BoBieuenbl kocTHbIM Mo3r u [THC.
Hmmynogenomunuuecxue xapaxmepucmuxu onyxoneswix kiemox T-JIBJI

[To3uTuBHBI: TepMHMHANbHas  Je30KcuHykineotuaun Tpancdepaza (TdT), CD7 wu
rurornazMarudeckas CD 3; Bapuabensubl CD la, CD2, CD4, CD5, CDS; moxer ObITh
koakcrpeccuss CD4 u CD8, CD 10 +/-; peako omnpenensieTcsi KOAKCIPECCHS MUEIIOMapKepOB
CD 13;33; 117.

B tpetn T-JIBJI BbIsBIEHBI TPAHCIOKALMU C yYaCTUEM I€HOB T-KJIETOYHBIX PELIENTOPOB (0,
B3, v, 0) W pa3nuYHBIX MapTHEpCKuUX reHoB, Bkaodas MYC, TALL, HOX11 u ap.
Knunuueckue nposenenus 00yCIOBIEHBI JTOKATU3AIMEN OIMyX0JIH, HEPEAKO B cOUYeTaHuu ¢ B -
cUMIToMaMu. YacTo mepBbleé CUMOTOMBI OO0JIe3HHM OOYCIIOBIIEHBI CIABJICHHUEM OITyXOJIBIO
COCYZIOB M OpraHOB, pacIOJIOKEHHBIX B cpepocTeHuM. Kak mnpaBwiio, Ha 3TOM 3Tane B
IIPOLIECC YK€ BOBJIEUEHBI KOCTHBIM MO3T U, Hepeako, - IIHC. Oro cienyer yunteiBaTh npu

omnpenencHud TakTUku JiedeHus T-JIBJI, koTropoe [OOJDKHO BKIIOYATh HApsALy C
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IUTOCTATUYECKOH HMHTEHCHBHOH Tepamueil HEOOXOAMMOCTb  BBIMOJHEHUS  CPOYHBIX
MEpPONPUATHIA, HANpaBICHHBIX Ha MOJACP)KAaHUE OCHOBHBIX JKM3HEHHBIX (YHKLUH, YETKO
paccUMTaHHyl0  HMH(QY3MOHHYIO  TEpamuio, MNpoQWIAKTUKY/IedeHne  HWHQPEKIUOHHBIX
OCJIO)KHEHUH, OOYCJIOBJICHHBIX LUTONCHHEH, W CHMITOMOB MOPaKEHHs IEHTPAJbHON W
nepugepuyeckoit HC.

JIBJI u3z B-knemok-npedwecmeennukoe (npeB-JIbJI)

OCOOCHHOCTBIO SIBISIETCS HE PEIKOCTh WHHUIMAIBHON JIOKATU3aIllMM OIyXOJIM B KOCTSX,
nepugepuyeckux auMdoysnax, Koke U MOJKOKHOM KJIeT4aTKe, MHOIJAa — B TJIOTOYHBIX
MuHnanuHax. KpaiiHe peiko B Ipolecc BOBJIEKAeTCs CPEeNOCTEHHE, OpraHbl OpIOIIHON
IIOJIOCTH.

NMMyHODEHOTUITHYECKHE XapaKTEPUCTUKU OITyXO0JIeBBIX KieTok B - JIBJI

[Mo3utuBuel: TdT (snepnas okpacka), HLA-DR, CD 19 u murtomnazmatudeckas (cyt)CD79a;
CD 20 u CD 22 BapuabenpHbl. MHOTIA B IUTOIJIa3ME OMPEIEISIFOTCS JIETKHE IENu
uMMyHoOr00ynrHa (cyt-it). IloBepXHOCTHBIE IMMYHOTJIOOYJIMHBI Yallle OTCYTCTBYIOT, OJTHAKO
ux oOHapyxeHHe He uckimouaer auarHosa B-JIBJI; CD 45 wmoxer ObITh HEraTHUBEH.
MoneKyIspHO-TeHETHYECKHE  OCOOCHHOCTH  OXapaKTepU3O0BaHbl  Majo, HE  HUMEIOT

MPOrHOCTUYCCKOI'O 3HAYCHUS.

Jleuenue JIBJI u3 T- u B-npeaimecTBeHHUKOB

C cepenunbl 70 rr B nedenun Jtumdoodnactaeix HXJI y nereil m moapocTKOB MCHONB3YIOT
OJUI-opuentupoBanuble porpammsel [IXT, OCHOBHBIMU 3JIEMEHTaMH KOTOPBIX SIBIISIOTCS:

- JUINTEbHAS, MPOJODKUTEIBHOCTBIO cymMmapHO 24 — 30 MecsueB, HempepbIBHas
IIpOrpaMMHasl JIEKapCTBEHHAsl TEpalus, MEHSIOWIAsACS 10 MHTEHCUBHOCTU BBINOJHEHUS U
JI030BBIX Harpys3oxK,

- 0a30Bble Mpernaparsl — TITIOKOKOPTHUKOUIBI M BUHKA aJKAJOWbI, aHTPALMKIUHBI, CpeIHe-
/BBICOKO/I030BBIN METOTpEKCaT, +/- L-aciaparunasa, uTapabuH 1 SNUINOA0(UIOTOKCHHBL;

- HENpepbIBHASL MOJJAEpKMUBaroIias Tepanus — 1o 1,5 — 2-x jer B cocraBe 6-
MepkanTonypua (6-MII) (mocTosiHHBI HpueM p.o.) + METOTpeKcaT B HHU3KUX J03ax
€XKCHEACIBHO  —  BAXKHEWINMKW  dJeMEHT  JiedyeHus.  HapylieHuss — BBINIOJIHEHHS
MOJICP>KUBAIOLIETO JTAra JICYCHUsI MOTYT ObITh IPUYMHOMN pelUIUBUPOBAHUS OOJIE3HHU;

- MHTEHCUBHOCTB Tepanuu onpenensercs cragueint HXJI;

- npodunaktuka u nedenue nopaxkenus [IHC Bxirouaer sH7010MOanbHbIE BBEACHUS
IIUTOCTATUKOB +/- KpaHuaibHoe oOiydeHue 12-18 I'p; crangapToM SBISETCS BBINOJIHEHHE
JIy4E€BOU TepaIuu Ha JIMHEHHOM Y-yCKOPHUTEIIE.

HeszaBucumo ot nummynoBapuanTa (T- wnu B - numdobnactHoro) npotokosns! geuenus JIBJI

BKJIFOYAIOT:
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- (pa3y MHAYKIUHU, OCHOBHBIE Iipenapatsl [Ipenuu3onon, Bunkpuctud, AHTpauuKiIuHbL, L-
AcnaparunHaza cucteMHo; MetoTpekcat W LuTo3ap sHAOMOMOAIEHO B BO3PACTHBIX
JO3UPOBKaXx;

- (ha3pl KOHCONMUAAUY U PEUHAYKUUH (B 3aBUCUMOCTH OT CTaJIMU M TPYMIIbI PHCKa), IPH
3TOM K YKa3aHHBIM mpemnapatam noOamistorcs Llukmodocdan, Llurosap B cTaHIapTHBIX
NO3UPOBKaxX,  O-MEpKaNTONMYpHH,  BBICOKOJO30BBIM  MeroTpekcar;  IpOAOIIKAaeTCs
sHI0MIOMOaNbHas popunakTuka (Jieuenue) nopaxenus [THC.

- JUIMTENbHAss - A0 2 JeT - NOJAAEpXKHUBAroLlas Tepanus, OCHOBHbBIE IpenapaTrsl 6-
Mepkanronypul (6-MII) 50 — 75 mr/m2/n p.o. exenHeBHo, U MetoTpekcat 20- 30 mr/m2/x
€KEHE/IETBHO P.O. WU B.M. C MOAU(DUKALIMEH 10 aHAIN3Y KPOBH (JEHKOIIUTO3).

Ot wucnonp30BaHMA KpaHUanbHOro o0mydenus i npopunaktukun LHHC mnopaxenus B
OOJIBIIMHCTBE MPOTOKOJIOB OTKA3aJIUCh, €r0 MPUMEHSIOT TOJIBKO OOJIBHBIM ¢ MHUIIUATBEHBIM
nopaxkxenuem IHC. [Inga unTreHcudukanmm npodunaktuku nopaxenus LIHC npemioskeHo
YBEIUYUTH KOJMUECTBO 3/71 BBEACHUH METOTpeKcara B (pa3ax MHIYKIIMUA U PEUHTYKIIHH.
TepaneBTudeckas cTpaTH(QHUKAIMA: HE3aBUCUMO OT HMMMYHO(EHOTHUIIA ONPEACICHNUE TPYIIIIBI
MMPOTHOCTUYECKOT0 pUCKa OCHOBaHO Ha ctaauu HXJI.

* ['pynma crannaptHoro pucka: 6oxbnbie JIBJI, 1w Il cranun

* [I'pynma cpennero pucka: 6onbubie JIBJL Il u IV cranuu

* ['pynma BBICOKOTO PUCKa: OTCYTCTBHE PEMUCCHUM Ha 33 CYyTKM MHIYKIIMOHHON Tepanuu

OnemenTsl nedeHus 60abpHBIX JIBJI rpynm cranaapTHOTO U cpeiHero prcka IMpeCcTaBICHbI B

tabmmnax 2 u 3, Ha puc.l

Taonuua 2 . CocraBHble 3eMeHThl JeueHus JIBJI

DJeMeHT Tepanuu Ha6op xumuonpenaparon

WNHpyknuonHas tepanus IIpennuzonon (PRED) wmmm J[lekcamerazon (DEXA), Bunkpuctun
(VCR), [Haymopybunmu (DNR), L-acmaparmmaza  (L-ASP),

(mpotokon I) Merotpekcar (MTX), Huknopochamua (CPM), Lurtapadbun (ARA-

C), 6-mepkanTtonypus (6-MP).

Konconunupytomas 6-MP, HD MTX (BpIcOKO030BBINH MeToTpeKkcar)
Tepanus

PeunayxuuonHas tepanus Hexcamerazon (DEXA), L-ASP, lokcopyourun (DOX), VCR, ARA-

C, CPM, 6MI1
(mpoToxou II)

[MonnepxuBaromas tepanusa | 6-MP, MTX.
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Tabnuma 3 KoHTponbHbIe 00CIeI0BaHNUS B UHIYKITHH.

Jenp R-rpa¢us Y31 KT /MPT KMII | OAK + b/X
JIeYEeHUS rpyaHOU OpromrHOH oOmacreit ¢op- KpOBU
KIIETKH MIOJIOCTH WHUIHAIEHOTO MyJia +
IIOPaXKCHUs JIAT
8 1meHb + + + + +
15 nenn + + + +
22 neHb + + + + +
33 nenb + + + + +

Kpurepun noctmxenust pemuccuu npu jedenuu JIbJI uz T- u B-npeaimecTBeHHNKOB
PeMuccus cunraercs HoaHOM, ecin Ha 33-i IeHb MHAYKIIMOHHOM Tepanuu (IpoTokod I):

1. OTCYTCTBYIOT 1OKa3aTeIbCTBA HAIWYHS OCTATOYHOTO 00pa30BaHMS;

2. B KOCTHOM MO3Te NPHCYTCTBYIOT MeHee 5% OJacToB IMpH BOCCTAHOBJICHUH MOKa3aTese

HOPMaJIbHOI'O KPOBETBOPEHUS.

3. OTCyTCTBYIOT TUM(OOIACTHI IPH UCCIEOBAHUH JTUKBOpA HA 29 1eHb NMpoToKoia 1.

Puc.1 Cxemsl anementoB npotokona bAM 90 mst neuenns JIbJI usz T- u B-
IIPEIIIECTBEHHUKOB

npotokon | a/b

DNR 30 mr/m? \V4 \V \V \V
VCR 1,5 mrime | | | |
PRED 60 wmr/im? } el Y e — e
LASP 10 KuU/m? 1 |
CPM 1000  mr/m? 0 0
ARA-C 75 mr/m? 11l 1111 (Rl 11l
6-MP 50 wmr/m? [ prT— - ]
MTX a.n. | | | | |
MyHkuua KM @_ g
: | | : L1111 : | T |l L1111 : L1111l : L1111 I | | I 111111 I L1111l I | I
1 8 15 22 29 36 43 50 57 64

6-MP 25 mr/m?p.o.
HD-MTX

1 r/m*24vac B/B* |z| E |z| |z|
NeiikoB. | | | |

MTX 3.n. IR N AN NN I N N R R
day 1 8 15 22 29 36 43 50 56

IIpy HamMYuM TNOJTHOW PEMHUCCHUM PEKOMEHAYETCS MPOAODKUTH TEpalHuio COIJIACHO
IIPOTOKOITY.
Ecin no 3aBepmienun wuHAykuuu (33- AeHb IpOTOKoJa 1) HMMeeTcs OCTaTO4HOe

o0pa3oBaHMe, PEMICCHS CYUTACTCS HEMOTHOM.
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I. Eciim Ha 33-it neHp omyxoib ymeHblimiach Oonee yem Ha 70%, BoimonaHuTh II-10 daszy
npoTokousa 1 u uepe3 1 Hexento nocie e€ OKOHYAHUS IPOBECTH KOHTPOJIbHOE 00CIIeIOBaHUE C
KT wuHunuanpHbeIX o4aroB mnopaxkeHus. lIpm OTCyTCTBMHM OCTaTOYHOro OOpa3OBaHMA
IIPOJOJKUTD JIEUEHUE COIIACHO NMPOTOKOILY.

Ecmu mocne 3aBepmienuss mnportokona I mo manaeiM KT/MPT ompenensiercss octarouHoe
oOpa3oBaHHe, HEOOXOAWMO YTOYHHTH €r0 XapaKTepUCTHKH Ha OCHOBaHMM JaHHbIX [I1DT
W/WIIM TIPOBEICHUSI TIOBTOPHOM OMOTICHH.

IIpy HaMM4YMM TUCTOJOTMYECKMX [OKA3aTENbCTB AKTUBHOM ONYXOJIM MAlMEHTa HAJJIEKUT
IIEPEBECTH B TIPYNIy BBICOKOTO pucKa. [Ipm OTCYTCTBHUHM <GKHBOTO» PpPE3HUIyaJIbHOTO

06pa3013aHH;1 CJICAYCT MPOAOJIKUTE TCPAIIUIO COTTIACHO ITPOTOKOJIY.

O1eHKa COCTOSTHHSI OCTATOYHOTO 00pa30BaHMS JTOJHKHO MPOBOJUTHCS KBATU(UIIMPOBAHHBIMU
MaToJIOraMu

II. Ecniu Ha 33-i1 nens npoTtokona I omyxosnps ymeHblniach MeHee yeM Ha 70% OT MCXOJHBIX
pa3MepoB WIN yBeJIUYMIIach, OMOICHS HE MPOBOAMTCS, NAIIMEHT NEPEBOIUTCS HA MPOTOKOI
1151 OOJIBHBIX TPYIIIBI BBICOKOTO PUCKA.

III. Ecnu y 60onpHOTO ObUTO MHUIMANBHOE mopaxkeHue KM u / wnu ITHC wu wa 33-it neHs
MIOJTHOM PEMHUCCHUU HE MOJyYeHO, OH MEPEBOJUTCS B TPYIILY BBICOKOTO PUCKA.

IV. Ecim y GonpHOro OBUIO MHHUIMATBHOE NOpaKEHHE SWYEeK M Iociie MpoTokoira M
OTMEYAEeTCsl TOJIHAs HOPMAJIM3allUsl UX pa3MepoB M KOHCHUCTEHLMH — IO AaHHBIM Y3U,

MIPOBECTU OOJTYUYEHUE SIMYCK.

Tepanetuueckuii tuian 171t 60abHBIX JIBJI rpymnmbl BBICOKOTO pUCKa

[TaneHTl Tpynmbl BHICOKOTO pHicka 1o 3aBepuieHunu | ¢assr 1 mpoTokoma momydaror
IIXT, cocTosIIy 0 U3 HECKOJIBKUX MTOCJIE0BATEILHO CMEHAEMbIX KOPOTKHUX KypCOB (BBICOKUI
puck BP-1, -2, -3) (puc.2). B nporokosne BOM 95 3amnanupoBaHo MpoBeAeHUE 6 TaKUX
kypcoB (HR-I, HR-2 u HR-3 nmoBTOpHO) ¢ mOCieayomuM BBIMOJTHEHUEM KOHCOJIUIAIUU
(mpotokomn II) (puc.l, Tabn.2), kpaHuanpHOrO 00MydeHus B qo3e 18 I'p u moanepxuBaromnieit
Tepanuu (10 24 Mec ¢ MOMEHTa HavaJia JICYeHUs).

[lepen HayasoM Ka)KAOro TEPAreBTUUECKOIO JIEMEHTA MPOU3BOJIUTH NEpepacdeT IMJIOLaan

MMOBCPXHOCTHU TCJIA.
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Puc.2 Cxema TepaneBTHYECKUX 3JIEMEHTOB MPOTOKOJIA JUIsl TPYMIIbI BHICOKOTO PUCKA

bnok BP1

DEXA 20Mmr/M°BB
6-MP 100Mr/M° po
VCR 1,5 mMr/m’BB I}l I
MTX 5(1)000 r/m’BB

ARA-C 2g/m’BB x 2 11
L-ASP10000 U/v’BB i
TIT (MTX, ARA-, |

PRED)s/n

Jamtepammin 1 2 3 4 5§ 6
bnok BP2

DEXA 20mr/m>
6-MP 100Mr/Mm°

VCR 1,5 mr/m*
MTX 5(1)000 mr/m>

DNR 50mr/m” BB
CPH 100mr/m> BB l l l l

L-ASP 10000 U/m* i
TIT (MTX, ARA-, | |
PRED)s/n

Jamtepanmin 1 2 3 4 5§ 6

bnok BP3

DEXA 20mr/m’BB |
ARA-C 2r/m” x 48/8

VP-16 150mr/m” B/B B B |
L-ASP 10000 U/m? i
TIT (MTX, ARA-, i

PRED) 5.11.
Juu tepanun 1 2 3 4 S5 6

OCHOBHBIE IPUHIMIIBI TEPANUU MAIUEHTOB IPYIIHI BBICOKOTO PUCKa!
- BpEMEHHBIC TPOMEXKYTKH MEXKIy TEparneBTUYECKUMHU OJIIEMEHTAMHU OIpPENeIsTh 10
BOCCTAQHOBJICHUHM IOKa3aTelNeil aHanu3a KpOBHU (BBIXOJ M3 aIrjia3uM), COCTOSHUU TalMeHTa U
O0OBEKTUBHO PETUCTPUPYEMON OPraHHON TOKCUYHOCTH;
-  MHUHHMMAJIbHBIA IPOMEKYTOK MEXIy HAadaJoM JBYX IOCIEA0BATEIbHBIX TEPAIeBTHUECKUX
JJIEMEHTOB COCTaBIAET 21 OEHE.
- TEeMaTOJOTMYEeCKHe IOKa3aTeNH Iepe] HayalloM KaXJO0To 3JeMeHTa (3a HCKIIIOYCHHEM
nepBoro): rpanyiouutsl 6osee 200 / mxit; TpoMOouuThl 6051ee 50000/ MKII.
- TEpaneBTHYECKUH SIIEMEHT He JOJDKEH NMpPEephIBAaThCs, PEAYKLUS 103 HE MPEIyCMOTPEHA;

P HEOOXOIMMOCTH BBe/IEHHE KOHKPETHOTO MPerapara MOXKeET ObITh OTCPOUYCHO.
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OtcyTcTBHE peMuCCHM Tocie MEepBbIX 3-X KypcoB Tepanuu JIBJI s GONBHBIX TPYMITBI
BBICOKOTO PHUCKA, HaIu4ue MPOAOJDKEHHOIO pPOCTAa OMYXOJM WM PEUUAUBA SBIIIOTCS

MOKa3aHUAMU JUIs IPOBEJCHUS OOJBLHOMY TEeparnuu 2-ii TUHUM, TIPU TOCTUIKEHUU PEMUCCHH -

TI'CK.

Jlabopamopnule uccnedosanus npu KOHMPOJIbHOM 8U3UME

1. KJIMHUYECKHH aHaJlM3 KPOBH C TOJCYETOM JIeHKOIMTapHOH (opmynsl - 1 pa3 B
HEZEII0 10 OKOHYAHUs OIIEPKUBAIOLIEN Tepanuy, 1ocie €€ OTMEHsl — 1 pa3 B Mecsl.

2. buoxuMuueckuil aHaJIu3 KPOBU 10 OKOHYAHUS NOAIEPKUBAIOLLEH Teparuu —

1 pa3 B 3 Mecsua. Ilocne okoHuaHus noaepKuBarolel Tepanuu — 1 pa3 B 6 Mecs1eB.

3. [TyHKIIMM KOCTHOMO3TOBBIE U JIIOMOAJIbHBIC - IPU MTOIO3PEHUS Ha PAa3BUTHE PELIUINBA
3a00JIeBaHMUS.

Hncmpymenmanvhvie uccie008aHusl.

VY3U opraHoB OpIOLIIHOM MOJOCTH, Majoro Ta3a M 3a0pIOLIMHHOTO IPOCTPAHCTBA [0
OKOHYAaHMS MOAJEp)KUBaolel Tepanuu npoBoaarca 1 pa3 B 3 mec. Ilocne oxkoHuaHus
nojiepKuBaroliei repanuu 1 pas B 6 mec.

KT ununmanbHbIX JIOKAJIW3aIUi OMMyX0JIU: IPU HATMYUU MTOKA3aHUH.

B 2012 r. rpynna B®M no neyennro HXJI Ha ocHOBaHMM aHaJIM3a Pe3yJIbTaTOB HECKOJIBKHUX
knuHuueckux uccneposanuii (NHT-BFM 90, NHL-BFM 95 u npomexyTodHoro anamusa
EBPO-TB 02) pexomennoBana npoaonkuts jeuenue JIBJI no nporokony NITL-BFM 90, B
KOTOPOM JOCTUTHYTBl HamjIydylllMe pe3ynbTaTbl. B HacTosiiee BpeMs PEKOMEHAYIOTCS
CIIEYIOIIHE €ro MOIU(UKAIINHN:

1. OTka3 ot npodunakTiuueckoro ooaydenus ronossl y [{HC-HeraTUBHBIX NAllMEHTOB.

2. Hoza 10 000 en/m2 L-acmaparmHassl B MHAYKIMU mpoTokona [. OTta no3a Obuia B
NHL-BFM 90, 3atem 6buta ymensieHa 10 5000 en/m2 B xone nporokosna NITL-BFM 95 u
BHOBb yBennueHa B EBPO-LB 02.

3. JlecuHXpOHU3UPOBaHHOE BBEJICHUE B/B BUHKPUCTUH/AayHOPYOULIMHA |
SHJIONIOMOANIBHO METOTpeKcaTa il MPeJOTBpAIEHHs] CIy4aifHOTO 3HI0-JIIOMOATEHOTO
BBEJICHUS BUHKPUCTHHA.

4. [Namenter ¢ IHHC-mopakeHneM Ha MOMEHT YCTaHOBJIEHHUS IUAarHo3a I0JIydaroT
oOiydeHue ToyoBel B o3¢ 18 I'p, ecaw mammeHT ABYX JeT M crapiuie, B go3e 12 I'p, eciun
MAIMEeHT B BO3pacTe OJHOTO T0/1a, He 00Iy4aroTCsl, €CIH MAMeHT MOJIOXKE OJTHOTO TofIa.

S. B cnyuae nocTaTo4HOrO yMEHbIIEHUS ONyXOJIH B IeHb 33-i mpoTokosa [—
ompenensercss Kak MHUHUMYM 35% yMmeHblleHHE OObeMa OINyXOdu — HE I0Ka3aHo

JOIIOJITHUTCIIBHOC JIOKAJIbHOC JICUCHUC.
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6. JlonomHUTENbHBIE J[BA JHIOMIOMOAJBHBIX BBEICHHMS METOTpPEKcara B KaXIOM
MPOTOKOJIE MHAYKIMU U B mporokone I, nqus Bcex mamueHToB. D10 pekomeHmanuu LBL-
perucTpa, OCHOBaHHbIE Ha YBEIMYEHUHU peuuanBoB, cBa3aHHbIX ¢ LIHC B npotokone EBPO-
LB 02.

7. [IpoomKUTENBHOCTD OAIEPKUBAOILEN TEpanuu 24 Mec

Pocculickue KIMHUKM NPUHMMAQIM Yy4YacTHE B HcciaefoBaHuu. Ha ocHoBaHuM aHanu3za
NPEJCTaBICHHOTO TNpOTOKoda W pekomennammii 2012 r. EBpormeiickoro coodmiectBa 1o
neuennto HXJI, mo pa3paOOTKHM HOBBIX MPOTOKOJIIOB HA OCHOBAHHMH TIPOBOJISIIUXCS
MEXIYHapOAHbBIX MCCIEAOBAHUN, MBI IIPEIaraéM MCIoib30BaTh nporokos bOM HXJI90 c
pexoMeHmauusaMu Uit JedeHus JauMpobnactHeix HXJI y nereii W moApoCTKOB B

CIICIIUAJIN3UPOBAHHBIX OHKOI'CMATOJIOTMICCKUX KIIMHUKAX.

Tabmuua 4. Jlunamuka wHabmomenust OonbHBIX JIBJI mocne 3aBepiieHHs MHTEHCUBHON

Tepanuu Ha NOAJEPKUBAIOLLEH TEpaInu.

Ha IOJJEPKUBAIOIIEH Tepanuu - 1 pa3 B mecs1 - 2 Mecsna
B T€YEHHE MOCIEAYIOMIETO roAa - 1 pa3 B 3 mecsna
B T€YEHHE MOCHENAYIOIUX 2-X JIET - 1 pa3 B 6 mecses

B MOCIIEAYIOLINE FOIbI 1 paz3 Brox

Peunnuser JIBJI pa3BuBaroTcs, Kak paBuilo, B IEPBbIE 2 I0J1a OCIE TOCTHKEHUS PEMUCCHH,
4ale JIOKAJIbHBIE.

Tepanus peuuauBa ompenesieTcss XapaKTepUCTHKaMHU penuauBa (JIOKamu3alus M CPOKHU
Pa3BUTHS) U TAKTUKOU JICUEHHS 1-r0 OCTPOro rnepuoja.

Hcnone3yroT npoTokodsl geueHus peunauBoB OJIJI, BBICOKOJO3HYIO Tepanuio, Mpenaparsl,
HE NpUMEHSBIIMECS B mepBoM ocTpoM mnepuoae — (kypesl ICE, npemaparsl reMiuTaOu |,
BUHOpPENONH, (GOpOoe3uH, HelapaOuH, ap. );

IIpu noctukenuun BTopoil pemuccun pekomenayercs amio TT'CK.

DddexTuBHOCTh Tepanuu peuuauBoB T-kinetounsix JIBJI ocraercs kpaitne Huskou, B-JIBJI-
HECKOJIBKO JIy4lIe.

VYiydiieHue pe3ysbTaToB: KOHTPOIh MHUHUMAJIBHOU pesuayanbHoil 6one3nu (MPB) mns
YTOYHEHHMsI BEPOATHOCTU Pa3BUTHUS PELUAMBA -B PA3JIUYHBIC CPOKU TEPAIUH, ONPEICICHHbIC
B IIPOTOKOJIE; BHEJIPEHUE  METOJOB KIETOYHOM Tepanmuy, CO3JaHUE IpernapaToB

HaIIPaBJIEHHOT'O ACUCTBUS.
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HXJI U3 JMO®PEPEHIIMPOBAHHBIX (3PEJIBIX) B-KJIETOK

CocraBmstot 60omee 60% ciydaeB mumpoM B Bo3pacTHOM rpymme ot 3 1018 ner, cpeau HUX
10 44-55% cnydaeB npuxonutcs Ha tumdpomy  /neiiko3 bepkurra (JIB/B-OJI), ocobenno y
JeTel MIIaJIIero IMKOJbHOro Bo3pacta, a 10-12% cioydaeB, B OCHOBHOM, Yy TOJIPOCTKOB,
coctaBisitoT AU dysusie B-kpynHokneTounsie auMdoms (JIBKKID).

Jlumgpoma bépxumma (JI5) - BBHICOKO arpeccMBHas OIyXOJb C MPEUMYLIECTBEHHON
JIOKanu3alued B OPIOIIHOM MOJOCTH, JTUMGPOUIHBIX 00pa30BaHMAX BajbJeHepoBa KOJIbIIA,
HEPEJIKO IPE3EHTUPYET IKCTPAHOAAIBHO, C MOpakeHneM KocTHoro mo3ra niu [THC.
OmnyxoneBble 00pa3oBaHUS HUMEIOT spenoknerounsnii  C/[20+ B-ummyHOMeHOTHIT,
00513aTEeNIbHBIM AJIEMEHTOM KOTOPOTO SIBJISIETCS HAJIMUUE MOBEpXHOCTHOrO IgM (Miu Jierkux
nenei K win A), BICOKHNA nponudepatuBHblii mokaszarensd (Ki 67 cocrasnser nmoutu 100%),
peapamxupoBka C—myc IPOTOOHKOT€HA Ha 8 XpoMocoMe ¢ 00pa30oBaHUEM CHEUU(PUIECKUX
XPOMOCOMHBIX TpaHciokauuit t(8;14), (8;22) unu (2;8).

JIb onmHa W3 caMbIX OBICTPO PACTYIIMX 3JI0KAYECTBEHHBIX OMYXOJEW, YyBCTBUTEIbHAS K
IIXT.

[TopakxeHue KOCTHOTO MO3ra OBIBaeT 4acTo, SIBJISCH OAHUM M3 KPUTEPUEB ONpEACICHHS
cragun [V B-HXJI; npu BeisgsBIeHHH B Muenorpamme Oonee 25% OmyXoJeBBIX KIIETOK C
Mopdosnorueir L3 M WAGHTHYHBIM  ONUCAHHOMY  JUIL  aumgomvl  Bepxumma
UMMYHO(EHOTHIIOM TUATHOCTHPYETCS OCTphli B-kiterounsrii setiko3 (B-OJI). V 6onpHBIX B-
OJI BbIpakeHbl LUTONEHUYECKUI U TUNEPIUIACTUYECKUM CHUHAPOMBI, 4acTO HUMeErTcs B-
CHUMIITOMBI.

Jughghysnvie B - kpynnokiemounwle aumgomul ({BKKJI) BKIIOYAIOT HECKOIBKO OTIMYHBIX TIO
MOJICKYJISIPHO-T€HETUYECKUM XapaKTePUCTUKAaM BapUaHTOB:

— u3 B-kieTok, moJo0HBIX KIIETKaM IepMUHAIbHBIX LEHTpoB (germinal center B-cell-like,
GCB)

- W3 aKTMBMPOBAHHBIX NOCTrepMuHaIbHbIX B-kiieTok (ABC)

- TepBUYHAs MeAMAcTHHAJbHAA B-xierounas mumdoma (IIMBKII).

OmnyxoneBble KJIETKH UMEIOT UMMYyHO(eHoTHn 3penbix B-kierok: mo3utuael CD19, CD20,
CD22, CD79a, M.0. sKcmpeccuss UUTOIUIA3MATHUYECKUX M HMHOTJA - TIOBEPXHOCTHBIX
umMmyHornooynuuoB.  bonemmucTBo JIBKKJI nmerckoro Bo3pacta OTHOCSTCS K BapHAHTY
GCB, kak npasuio, CD10+, BCL6+.

Kiaunnyeckue nposiBiaeHust

TunuyHa npe3eHTanus ¢ MOPAXKEHUSI OPraHOB M JUM(OY3II0B OPIOIIHON MOJIOCTH, 3a4aCTYIO

KaK XUpyprudeckas NaTtoylorusi (KUIIEYHas HENpOXOAUMOCTb, OCTpbIi anmeHauuur). Ilpu
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BBISIBIICHUM MHTPaaOAOMHHAIBHON OMyXoJd y JeTed 6-8 jeT HeoOXOOMMO MpEeXae BCEro
npeanosaratb HXJI 1 npoBoauTh COOTBETCTBYIOLIUI IUAarHOCTUYECKHM TOUCK!

Jlpyrue CUMIITOMBI OOYCJIOBJIEHBI CHABJICHUEM >KETYEBBIBOASIIMX IMyTEH, MOYETOUHUKOB,
opranoB JKKT. Hepenko pa3BuBaeTcsl acUuT, B aCHUTUYECKOM XKUAKOCTU (JIallapoLEHTE3)
HaXOJAT OITyXOJIEBbIE KJIETKH, UCCIIEIOBAHNE KOTOPHIX MO3BOJISIET BEpUDUIIMPOBATH TUATHO3.
YacTto omyxoyib pacmojaracTcs B WICOIEKATbHOW OOJIACTH - MMEIOTCS CHMIITOMBI
anmeHAWlUTa C  HOpPaKEHHEM  PETHOHAIBHBIX  ME3CHTEPHUAIbHBIX  JIUM(OY3JIOB.
Crnenuduueckass HHOUIBTPALUSA MOYEK OBICTPO MPHUBOAMT K MOYCYHOM HEIOCTATOYHOCTH.
Jlokanuzanus B JauMdaTHuecKux o0O0pa3oBaHUSAX BajbledepoBa KOJIbllda MPUBOIUT K
MIOCJIEYIOLEMY PACIIPOCTPAHEHHUIO OIIYXOJIM B HOCOIJIOTKY U IIOJIOCTh Yepera.

BoBneuenne  cpemocrenuss HetunuuyHo s JIb, OpmBaer mpu JIBKKIJI u saBnsercs
naTorHoMoHn4HbIM cumnToMoM IIMBKII ¢ pazButuem cunapoma BIIB, nnespura; nerkue B
npotiecc BosieueHsl peako (kpome ciaydaes [IMBKII). Ilopaxenue [IHC u kocTHOrO MO3ra
npu JIb npoucxomur wuacro (IV crapus). [pyrue BO3MOXKHBIE JIOKaJIM3alUUd —
MEHHHIeabHbIe 000J0YKH, SUYHUKH, MOJIOYHBIE JKEJIe3bl, KOXKa, MAaTKa, JXEIYHbIH My3bIpb,
KocTH, MO3r (wamie y OonbHbIX ¢ BUY-undexuueit), neuens. Ilpu JABKKIJI nepenku

HOAAJIbHBIC JIOKAJIN3allhuU OITYyXOJIH.

JAuarnocruka spenokieroynsix B - HXJI
[Ipenmonoxenue o HATUYIKUK y 0OIBLHOTO 3penokinerounoit B-HXJI o3naudaer, uro
JUArHOCTMYECKUH IPOLECC, BKJIKOYas MHBA3UBHBIE M BHU3yaJU3alMOHHBIE METOJUKH,
KOHCYJIbTAllUM CIELUAINCTOB JIOJDKHBI IPOBOAUTHCA B CPOYHOM pEXHUME N0 Hayaia
IIPOTUBOOIYX0JIeBOM Tepanuu. IlomyueHue u McciaenoBaHue AMArHOCTUYECKOTO Marepualia
CUUTATh HEOTIIOKHOMU IIPOLIETYPOH.

Nmeet uensro
- IOJTyYEHHE U TOJIHOLIEHHOE UCCIIEI0BAaHUE CyOCTpaTa OIyXO0JIu;
- Bepudukanuio Bapuanta u cragun HXJI;
- HCCeNOBaHME IOKa3aTeNe, HEeOOXOAMMBIX [UId ONpeAeNieHHs  TaKTHKH Teparnuu
(HE0OXOAMMOCTh XMPYPTUYECKOTO BMELIATEIbCTBA, KYIUPOBAHHE HEOTIOXKHBIX COCTOSHHM,
omnpeJeleHUE aJIcKBATHON COMPOBOIUTENHHOM TAKTUKH).
CwM. pasznen «Jluarnoctuka»

CpouHoe  ompeneleHHe  JWarHo3a  HEOOXOAMMO Uil  HEMEIUICHHOTO  Hadyala
COOTBETCTBYIONLIEH Tepanuu. HecobmtoaeHne 3Toro NpuHIKIA 3HAYUMO  YXYAIIAET MPOTHO3
U MOXET HMETh OIacHbIE JUIs  KM3HM OOJIBHOTO TIOCHEACTBUS, TIOCKOJBKY IpH

HECBOEBPEMEHHOW JIMarHOCTUKE W HEBEPHO BHIOPAaHHOM M TPOBOJAMMOHN Tepamuu
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3penoknerounsle  B-HXJI wumeror (¢atampHOEe TeueHHe, TakkKe KaK M HEU30eKHO

Pa3BUBAOMIUCCA BCJICACTBUC 3TUX NPUYNH UX PCUHUIHBBI.

TEPAIIUA 3PEJTOKJIETOYHbBIX B-HXJI/B-OJI

OO0mme NpUHIMIBI

IIpennokeHHble BEAYIIMMHU MEKIYHAPOIHBIMHM HCCIIEI0BATEIbCKUMH IpyNIaMHu JI€TalbHO
paspaboranubie npoTokonbl JedeHus HXJI w3 3penbix B-xmerok u B-OJI okaszamuch
s dextuBHbl y 75-80% OonbHBIX. bnaromaps cepuu mocleaoBaTEIbHBIX UCCICIOBAHHNA K
HACTOAILEMY BPEMEHHM M3BECTHBI IPHUHLUIIBI CTPATETUU JICYEHUS ITHX OIyXOJeH, BKIIIOUas
aJaNTHPOBAHHOCTh UHTEHCUBHOCTHU U MPOJOJIKUTENBHOCTH TEPAIIMM BAPUAHTY OIYXOJH U €€
PacIpOCTPaHEHHOCTH, BAXKHOCTb BPEMEHHOIO Temma IposencHus KypcoB IIXT B cocrase
OKa3zaBIIUXCA A(PPEKTHUBHBIMH ITUTOCTATUYECKUX IPENapaTroB (AJKWIUPYIOIIEro areHTa
(oxcazogopuHbI), BBICOKOJO3HOTO MertoTpekcara u LluTo3apa B KOMIUIEKce ¢
Bunkpuctunom, Jlokcopyounmaom, Benesumpom u Jlekcamerazonom) [8,9,10]. s
YCHEIIHOTO  BBINOJIHEHHWsS] WHTEHCHBHOIO JICYCHMs HE MEHbLIEE 3HAYEHHE HUMeEeT
COIIPOBOJUTENbHASL Tepamusi, BKJIIOYas NPO(UIAKTUKY M JIe4eHUEe WHQEKIUH, MyKO3UTa,
aJIeKBaTHYI0O  TEpalui0  WHUIMAJIBHBIX  YPreHTHBIX  CHHIPOMOB,  OOYCJIOBJIEHHBIX
JOKAIM3alMe W Maccod OMyXONW, M MeTabONIMYeCKUMU HapyIICHUSMU B CBS3U C €&
pacniagoMm (cuHApoM ym3uca omyxonu) [12]. Okazanoch, 4TO MOJAEPKUBAIOLIASL TEpANUsl HE
yJIy4IIaeT MPOrHO3 M He MPHUMEHseTCs, HO oO0s3aTenbHa npopuiaktuka nopaxenus [HHC ,
KOTOpask MPOBOJUTCA, KaK M JICYCHHE — TOJBKO C MOMOILBIO 3HAO0NIOMOAIBHBIX BBEICHHM
MertoTtpekcata, Lluto3zapa n JlekcameTasoHa B BO3PAaCTHBIX J03UPOBKaxX, 0€3 KpaHHAILHOTO
O0Ty4YeHHS.

OOm1ast MPOIOHKUTENBHOCTD JICUEHHUSI COCTAaBJIAECT OT 2 70 5 MECSIeB B 3aBUCUMOCTH OT
BBIIIIEYKa3aHHbBIX XapaKTEPUCTHUK OITyXOJIH.

Tepaneemuueckas cmpamugukayusi OCHOBaHa Ha PACHPOCTPAHEHHOCTH OMYXOJH (CTaaus U
nokasarens JIJII' ChIBOPOTKHM KpOBHM 10 Hauyaja TepanuM) ¢ YYETOM BO3MOXKHOCTH IOJTHOM
pesekiui. Ha ocHOBaHMM yKa3aHHBIX (DaKTOPOB OIpPEAENSIeTCs IPyIIa pUcKa U CTpaTerHs
TEpaInuu.

Cuctema rpymn pucka st B-knetounsix numpom (BFM-90) (R)

R1 - cragus I-1I R; nepBu4Hasi omyxoib MaKpOCKOIMMYECKH MOJIHOCTHIO YJAJICHA.

R2 - cragus II NR-III; nepBuuHas onyxonb He yajaeHa Uid yJaJleHa HEMOJIHOCTBIO:

1) TonpKO IKCTpaadAOMUHATBHOE TIOPAKECHHUE;

2) wHTpaabJOMUHANIbHAs JIOKanmu3amusi ecnu  mokazatens JIJAIT mo nawama IIXT mocne

VHULMAJIBHOM OIIEPALlMK HE MPEBBIIACT YABOCHHBIX HOPMAJIbHBIX 3HAYECHUM.
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R3 - cragus II NR, III, IV; nepBuuHas omyxoib HE yJaJleHa WIM yAalleHa HEMOJIHOCTBIO, U
MUMEET MECTO XOTsl ObI OIMH U3 HIDKEIIEPEUNCIICHHBIX IPHU3HAKOB:

1) npu abnomuHanbHOM mopaxeHun yBenuuenue JI/IIT Gonee, ueM B 2 paza OT BO3pPAcTHOM
HopMBbl Tiepen HayanoM [IXT mocne onepaTHBHOrO BMEIIATENIbCTBA (OHMOTICHS HITH YIalCHHE
OIIyXOJIH);

2) nopaxxenue L{THC;

3) mopakeHre KOCTHOTO MO3Ta;

4) mynbpTH(OKATBHOE MOPAKEHUE KOCTEH;

5) B-OJI (> 25% 61acToB B KOCTHOM MO3TE€).

Taxmuxa mepanuu B-HXJI

Ilocne mOCTAaHOBKM  JMarHo3a W KyNMpPOBaHUS  HMHULUAIBHBIX  COIYTCTBYIOIIMX
MH(EKIMOHHBIX 3a00JIeBaHUI M 00YCIIOBICHHBIX OITyXOJbI0 META0OINYECKUX HAPYIICHUH,
MIOYE€YHOH HEAOCTATOYHOCTH, MOCIEACTBUN XUPYPrUUE€CKMX BMELIATENBCTB - MaKCUMAJIbHO
ObICTpO (B TeueHHe 3-5 AHEI) HA4YaTh MPOTUBOOITYXOJIEBYIO Tepanuto (puc.3, Tabnuma 5).

IIpu BbIOOpe W  BBINOJHEHUH TEPANEBTUYECKOTO IPOTOKOJA  PYKOBOACTBOBATHCA

ABTOPU30BAHHBIM TCKCTOM C HO,Z[p06HBIM OIIMCaHHUEM I[eTaHeﬁ BCCTO KOMIIJICKCA TCpalru.

Pucynoxk 3. IIporoxon B-nexomkkunckoit aumdoms/B-OJI BOM 90

x

R1 [V] A B
1-a rpynna pucka
R1 [V]AA BB| - |AA BB
2-9 rpynna pucka
RT [V]aA BB| J |aAA BB AA BB
3-a rpynna pucka
nopaxeHune LIHC z z Z Z z
Ocraro4Hasn
OnyXonb >» | CC AA BB CC
OctaTtoyHasa onyxonb ’
rMCTONIOMMHECKMN TKM |

1 1 1 I 1 1 I I 1 I I 1 1

Hepern 0 A 2 8 4 5 6 7 8 9 10 11 12

*V — yuropenpopykTuBHas casa
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Tabnuna 5. Kypcer nonmuxumuorepanuu B-knerounsix HXJI/OJI; nmporokon B-HXJI BOM
90 (MommupuIpPOBaHHBIIN)

LUurope-
AYKUNA Mpenapar Ho3a i1
JlexcameTosoH p.o. 5-10 Mr/mz | 1-5
Lnknodocan 8/B 14 200 mr/m? 1,2
Kypc A [lekcametasoH p.o. 10 mr/m? 1-5
Wpochamug 14 s/8 800 mr/ 1-5
Buukpuctun (Bkp) 8/8 1,5 mr/m? 1
Merorpekcar 05 r/m? (1 r/m?) 1
JleikoBopuH** B/B 15 mr/m? Yepea 42, 48, 54 4 oT Havana
UHDY3INKM MeToTpeKcaTa
Luroaap 150 mr/m? 2 p/n |4, 5
Benesup /8 100 mr/m? 4,5
Mtx/AraC/Pred* 3/n 12/30/10 ur |1
Kypc B [lexcametasom p.o. 10 mr/m? 1-5
BHHKPHCTHH B/B 1,5 Mr/m? 1
Unknodocdan 1 4. /e 200 mr/ 1-5
MertoTtpeKkcar 24 4 B/B 0,5 r/m? (1 r/m?)
JleiikoBopuH** B/B 15 mr/m? Yepes 42, 48, 54 4y oT Havana
UHODY3NK MeToTpeKcara
JlokcopyGuymH g/e 25 mr/ 4,5
Mtx/AraC/Pred* 3/n 12/30/10mr |1
Kypc AA | lekcamerosoH p.o. 10 mr/m? 1-5
BuHkpucTHH B/B 1,5 Mr/m? 1
Wdochamupe/B 1y 800 mr/m? 1-5
MeToTpexcar B/B 24 4 5 r/M? 1
JlefikoBopuH™** B/B 15 mMr/m? Yepes 42, 48, 54 4 oT Havana
UH(Y3INKM MEeTOTpeKcaTa
luTo3ap 8/B 14 150 Mr/m? 2 p/A | 4. 5
Beneaup 8/8 14 100 mur/m? 4,5
Mtx/AraC/Pred*3/n 12/30/10mr |1
Kypc BB | lekcamerasoH po 10 mMr/m? 1-5
BuHKpucTHH B/B 1,5 Mr/m? 1
Unknodocdan 8/e 14 200 Mr/m? 1-5
Metotpexcar B/B 244 5r/m2 1
JNleAKOBOPHH™** 15 Mr/m2e/e | Yepes 42, 48, 54 4 oT Hayana
UH(YI UM MeTOTpeKcaTa
JlokcopybuuymH 8/8 25 Mr/m? 4,5
Mtx/AraC/Pred*3/n 12/30/10mr |1
Kypc CC | lexcamerasoH po 20 mr/m? 1-5
(m) BunkpucTin 8/8 1,5 Mr/m? 1
Beneaug B/ 14 50 Mr/m? 3-5
UwtozapB/B 3 4 2000 mr/m®  |1,2
Mtx/AraC/Pred* 3/n 2p/a 5
12/30/10 mr

* MeToTpekcaT/IiuTo3ap/mpeIHU30JI0H.
** Jlo3a TeWKOBOpUHA OMpEAEIseTCs 0 KOHIIEHTPAIUN METOTPEKCaTa B CHIBOPOTKE.
Kypcel A u B ornnuatorcst 1o30ii metorpekcara (500 mr/m2 3a 24 4) u kanbius Qonunata

(nmeiikoBopuna4) 12 mr/m2 Ha 42 u 48 4 oT Havyana uHpy3un Mtx.
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[Maments! rpynmsl pucka R(P)1: kypc muropenykuuu u 6;oku A+B;

[Mamments! rpynmel pucka R(P)2: kypc muropenykuuu u 6noku AA + BB + AA + BB;
[Marents! rpynmel pucka R(P)3: xypc nurtopenykumu u 6noku AA + BB + AA + BB +
AA + BB

WHuTepBanbl MEXIy HadaloM KypcoB (OJIOKOB) He JOJDKHBI ObITh Oombine 18-21xaHs, mpu
OTCYTCTBUHM HPOTHBONOKA3aHUN (TSDKETbIE IMPOSBICHUS MYKO3UTa, MH(EKIHUH, OpraHHBIC
TcyHKIMH) —KOopoue; OCOOEHHO Ba)KHO 3TO MpPU NMPOBEACHHM NEpBBIX 3 OiokoB. J[ns
BBITOJIHEHUS] TAKOTO BPEMEHHOTO pPeXMMa MOXKET OBbITh HeoO0Xonumo ucnoib3oBats [-KCD
(HauMHATH UHBEKIMK HE paHblle, yeM uyepe3 24 yac OT OKOHYAHUS Kypca LUTOCTATHYECKOMN
T€palnMM M OCTAaHOBUTH HE IO3JHEE 4YeM 3a 24 4yac 0 Hayajga CJeIyloLIero Kypca), B
CTaHJIaPTHOM J103€ 5 MKT/KT Macchl Tena m/k 1 p/m.

[Tpu uanumansaom nopaxenuu [IHC ( ocoOeHHO npu HaTUYMU MHQUIBTPATUBHBIX OYaroB)
OonbHBIM TOCIEe Onoka AA TpH  HAIMYMM TEXHUYECKHMX BO3MOXKHOCTEH BO3MOKHO
UMIUIAaHTHPOBaTh pe3epByap Ommaiia M MponoDKUTh Tepanuio Oiokamu BBz-AAz-BBz-
AAz-BBz ¢ UWHTpaBEeHTPUKYJSpHBIMH BBeAeHHAMHU XT; KpaHHadbHOE OOJlyueHHE  He
IIPOBOAMTCH.

[Ipy HEBO3MOXXHOCTH HUMIUIAHTAUMU pe3epByapa Ommaiia TpPOBOJAUTH HHIOIIOMOATBHYIO
Tepanuio (1Mo 2-3 BBEACHHUS B TEUYCHHE OJHOTO OJIOKa B TOJHOW BO3PACTHOW J03€ TpeX

npernaparoB, KpoMe BBeaeHuil Ha 61oke CC).

KonTpouas 3¢ppextuBnoctu Tepannu B-HXJI / B-OJ1

1) y manmenToB rpymmsl pucka R(P)2 u R(P)3 koHTponpHOE o0cienoBaHuEe MPOBOIUTCS B B
cieayronme cpoku (tadin.5). Pemuccuio MOXHO CUMTATh IMOJIHOW, €CIM Yepe3 2 HEeleIHu OT
Hayvana nepsoro 6moka BB (BBz):

- OTCYTCTBYET OCTaTOYHAsl OIyXOJIb,

- get L3 011acTOB B KOCTHOM MO3TE,

- Het L3 GmacToB B TUKBOPE.

3) Ilpu uHMLIMATBHOM NOPaXEHUHU sIMYEK KOHTposibHOe Y3U mpoBogsaT yepes 2 Henenu OT

Haydazia 6soka BB, npu HeyBepeHHOCTH B PEMUCCHH ITPOBECTH OHOIICHIO.

Konrpons JIII'm VY3U mnpoBomsr mnepen HawamoMm Kaxjporo Osoka IIXT; koHTposb
MUEIIOTPAMMBI — TOJIBKO MAaIlMEHTaM C IMEePBUYHBIM BOBJICYEHHUEM KOCTHOTO Mo3ra u B-OJI —
HO TIOJHOM caHAalMM KIETOYHOrO cocTtaBa.  KOHTpOJb HWHHUIMAIBHBIX OIMYXOJEBBIX
MHUIBTPATOB — Mocie Kypca 2 (ompenenenue HeoOxoauMocTu nposeneHust 6ioka CC) u

nocJse Kypca 4 , eciu paHee He MPOU30ILIO0 OJHON PeIyKIIMH OIyXOJIH.
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TaxkTnka npu HenoJHOM oTBeTe Ha Tepanuio npu B-HXJI / B-OJI

1) Ilpu nokanvHoti onyxonu

Ecnmu mnocne Broporo Omoka IIXT B pesyabrare KOHTPOJBHOTO — OOCIEIOBaHHA
oOHapy>KUBaeTCsd OCTaTOuyHOE 0Opa3oBaHue, NanueHTy npoBoautcs 610k CC, mpOaOIIKHUTD
tepanuio. IloBTOpHBIF KOHTpOJL mocie Broporo Omoka AA. Ilpu coxpansromemcs
OCTaTOYHOM 00pa30BaHUU MAIMEHTY PEKOMEH/I0BAHO MPOBECTH KOHTPOJIBHOE 00CIEI0BaHHE
(IT9T unm  OGuoncHio), B COMHHUTENBHBIX claydasx — o0e mponenypsl. Eciin HeT maHHBIX 3a
aKTUBHBIN OIIyX0JIEBBIH Npouece, npoaosrkaroT Kypesl AA-BB-CC.

Ecnu onpenensierca «kuBas» OCTaTOYHAsl OIyXOJb, HaYaTh TEPANUIO 2-i JUHUM KypcaMu
ICE, DHAP, adepe3 I'CK u pemats Borpoc o nposenenun TT'CK.

2) Unuyuanvrnoe nopasicenue ckerema

Hanuyne KOCTHBIX O4YaroB JOJDKHO OBITH JOKyMEHTHpoBaHO. Ecnm mocie BrToporo 6moka
I[MIXT wmeromom MPT onpenmensirorcss owyaru  JeCTPyKUUH, CAeNaTh  OHOIICHIO
(TpernmanoOMOIICHIO); €CIM BBISBISIETCS OCTAaTO4HAas Ommyxouib, npoectu 610k CC . Ecnu B
JanpHeHeM OOHapy)KeHa aKTHBHAs OIyXOJlb, PELIUTh BOIPOC 00 M3MEHEHMH TEeparu,
nposenenun TI'CK. Ecnu akTUBHOH OnyXoiu HET, JIeYeHHE NPOAOIDKUTh KypcamMu AA-BB-
CC.

Jlokanvhoe obnyuenue ne nOKa3aHo.

IlosiBieHMe mpenapaToB HANpaBICHHOIO (TapreTHOro) JAEWCTBHUA - AHTUTEN IPOTHB
AQHTUT'€HOB OITyXOJIEBBIX KJIIETOK, ABWJIOCH OCHOBaHUEM Ul co3anus Tepanuu B-HXII.
[lepBbIM mpemapaToM TapreTHOro NEMCTBHUS, JO0KA3aBUIMM KIMHHUYECKYIO 3(QeKTHUBHOCTD
IIPYU HU3KOH TOKCUYHOCTH, siBisiercst aHTu - CD-20 antuteno - Putykcumad (MaOtepa, Porr)
— XUMEpHBIN yenoBeueckuii uMmMyHoOrno0yimuH G1. Beicokuii iuroctaTnueckuit ¢ dext npu
HU3KOW CUCTEMHOW TOKCHYHOCTH TMO3BOJIIET YCIIEUTHO HCIOJB30BaTh MaOTepy B mepBoOit
JUHUK Tepanuu OoNbHBIM 3penoknerouyHsiMu B-HXJI rpynmer Beicokoro pucka. [lokazana
BbICOKasi 3(PEeKTUBHOCTD Mpernapara B CTaHAAPTHOM no3e 375 mMr/mM2 B Buze B/B UHPY3UH B
komruiekce ¢ I[IXT npu renepanuzoBanubix craausax CJ120-nmozutuHbix B-HXJI, ocobenHo,
pu B-OJI. [Iporokos, ummyHoxuMuoTepanuu s gedenus -HXJI y neteil u nogpocTkoB —
B-HXJI 2004-M, npencraBieH Ha pUCYHKe 4.

[Ipu ucnonbzoBanuu nporokona B-HXJI 2004M nns nedenus nereid u noapoctkos ¢ -1V
cramusamu B-HXJI / B-OJI mokasaTtens oOIel BBLKHBAEMOCTH cocTaBua 88,5% 3a 7 jeT
Habmonenust [11,13]. B Hacrosimee BpeMss B 8 POCCHHMCKHMX MEIUATPUUECKUX KIMHUKAX
IIPOBOJUTCS UCCIIEIOBaHKE clenyromnen BEpPCHUH KOMOMHUPOBAaHHOTO
MMMYHOXUMHOTEPANIEBTUYECKOTO  MPOTOKOJa C  Oolee  MHIAMBHIYAJTU3UPOBAHHBIMU

AO3UPOBKaMH MpCrapaToB € HOCJIbKO YMCHBIICHUA TOKCHUYHOCTH TCPAIlMU U IMPCOAOJICHUSA
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pa3BuTHs pedpakTepHOCTH U paHHUX peunanBoB — B-HXJI 2010M. Pesynbrathl moka He

OITyOJINKOBAHBI.

Puc. 4. IIpoTokon xumMuonMMyHoTepanuu B-HexomxkuHCKuX umpom 2004-M.
Protocol B NHL 2004M

[v][ Ar| [ Br [@D—cr>[AAr] [BBr| |AA || BB |
RTX § ¢ 2R
ichR —> |CCr AAr —cr>» BB || CC
ICR —»(-)
@ —> [ICE
]
SL-OPa E
v
Viable tumor —» ABMT
1 | 1 |
He,qenm2 4 5 8

* RTX — Rituximab.

OCOOEHHOCTBIO TEpamMu C WCIONB30BAHUEM IIperapaTa TapreTHOTO JEHCTBUS OKa3aiocCh,
3aMEJIJICHHOE COKpAIEHNEe OCTATOYHOW OIyXOJIM, KOTOpas MpH JEeTaIbHOM HCCICIOBAHUU C
ucnons3oBanueM [IOT u / wunm OWoONCcMU B MOJABISIIONIEM OOJBIIMHCTBE CIy4acB HE
cojiepkajia KJIETOK OITyXOJIH.

B cnyuasix oOHapyKeHUs IPpU CTAaHAAPTHBIX METOAAX BU3YAIH3AIHMH OCTATOYHOTO
o0pa30BaHMsI TOCIIE 3aBEPIUICHUS JICYCHHSI CTATyC PEMUCCHH HEOOXO0IMMO MOATBEPIUTH HA
ocHoBanuu 19T u/unu pe3yabTaToB THCTOJOTHYECKOTO UCCIIEOBAHUS MaTepHana
0CTaTOYHOTO 00pa30BaHUs. B COMHUTENBHBIX CITydasx PElINTh BOMPOC O MPOBEICHUN

nononaHutenbHou Tepanuu u TI'CK.

JlnHaMu4yeckoe HA0/II01eHHe U CHATHE C JIeYeHUs!

Perynsproe HaOmrofeHne TOJE 3aBEPIICHUS JICYCHUS MO MOBOIY 3penokieTouHbix B-HXJI
J€Te M MOAPOCTKOB IPOBOAMTH B TEUEHUE HE MEHee 3-X JIET, B IOCIEAYIOLEM - NpHU
MOSIBJICHUH ai00 i cumnToMmoB (Tabnwia 6).

OOcnenoBaHne BKJIIOYAET KIWHUYECKYIO OLEHKY, aHalu3bl KpPOBH (KJIMHUYECKHH U
ouoxumuueckuit) ¢ onpenenenuem JIJAT', Y3 odaroB nepBUYHOTO MOPAXKEHUS, IPU HATUYUN

cepbe3HbIX Moka3zanuii ucrnonb3oBate KT/MPT. [Ipu Hanmuuuy KIMHUYECKUX MMOKa3aHUHA WK
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M3MEHEHMH B pe3ylbTaTax MPOBEJCHHBIX aHAIM30B - OOCIelOBaHME, aHAJOTHYHOE
MHULUAIIBHOMY .
Tabmuua 6. J[MHAMHKa KOHTPOJIBHBIX OOCIIEIOBAaHUI IOCNEe 3aBepLIeHHs JeueHHus B-

HEXODKKUHCKUX TUM(POM

Ilepssie 3 mec 1 pa3 B MecsI
[Tocnenyromme 9 mec 1 pa3 B3 mec
ITocnenyromue roast 1 pa3 B noaroga-ron

IIpoeno3: obmas BBDKMBAEMOCTb MPH HCIOJIb30BAHUU COBPEMEHHBIX MPOTOKOJIOB JICUEHUS
B HXJI/-OJI coctaBnsier 6omnee 75 — 80%.

IIpununul Heyoau: peiKHe CIydau Pe3UCTEHTHOCTH, PELUANBLI U (haTallbHbIE OCTIOXKHEHUS Ha
MHUIMAIIBHOM 3Talle TEpaInuy, €INHUYHbIE BTOPUYHBIE OITYXOJIH.

Vaywwenue pesyromamos: 3a c4eT yNydlleHUs NEPBUYHOW IMArHOCTHUKH, AAJIbHEHIIEH
pa3pabOTKK M BHEAPEHMS IPErapaToB TapreTHOro NEHCTBUS, COBEPIICHCTBOBAHMH METOJIOB
KJIETOYHOW TEPANMU U CONPOBOJUTEIBHOTO JIEUEHMUS.

Peyuousvr 3penoknemounvix B-HXJI pa3BuBaloTCsi B TEUEHHE IEPBOrO Troja PEMHUCCHH,
3a4yacTyro ¢ nopaxenuem koctHoro mosra u LITHC. Ilpu tepanuu ¢ purykcumMaboM OTMEUEHO
YBEJIMYEHUE CPOKOB pa3BUTHsI PELUUAMBOB, IPU TOM, YTO YAcTOTa HEHPOPELUIUBOB
ymenbimmiack. Jledenue peruanoB B-HXJI npencraBiser cnoxHyo npodieMy, HECMOTpA
Ha MCIIONB30BAaHUE «TEPAlMU BTOPOHM JHHMWY» (MpenapaThl IUIATHHBI, TeMUUTaOWH U Ap.,
IIOCTaHOBKa pe3epByapa Ommaiia), IOBTOPHYI0 PEMUCCHIO YJAETCs MOJYYUTh Y HEMHOIMX
OOJIbHBIX, KaK MPaBWJIO, OYEHb KPAaTKOCPOUYHYIO. Hcnonp30BaHue npenapaTroB aHTUTEIN
IIPOTUB AHTUT'€HOB B-KJIETOK MO3BOJSAET yJIYyYIIUTh MOKA3aTENM JOCTH)KEHUS PEMUCCUU U
BkIounTh B KoMmiuiekc Tepamuu TI'CK. Bwibop wmeromuku TI'CK wu  pexumon
KOHAWLIMOHUPOBAHUSL OINPEAENAETCS COCTOSHUEM MAalMEHTa W HaJIWYMEeM aJeKBATHOIO
ucrounuka ['CK. MoxHo pekomeHnoBath nposectd ayToTT'CK B mMakcumanbHO OBICTpBIC
CPOKH; B PEXHM KOHIUIIMOHHPOBAHHUS II€JIeCO00pa3HO BKIOYAaTh puTykcumad. Iloka uto
pe3yabTaThl JieueHUs peppaKTepHbIX W PEHUAMBHBIX CIy4daeB 3perokieTouHbix -HXJI

OCTAIOTCSL OYEHD IIJIOXUMHU.
HNEPUPEPUYECKHUE T-KIETOYHBIE JIMM®OMBI (IITKJI).

Cornacuo knaccudukarmu BO3 2008 T-knetounbsie TuMPOMBI 00bEAUHSAIOT C OIyXOJISIMU U3

HaTypaJbHbIX (ecTecTBeHHbIX) kKniuiepoB (HK-kieTox)
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BcerpeyaemocTs.

B Bo3pacre g0 18 net cambiM yactbiM BugoM HXJI 31Ol rpynnsl SBis€TCs aHaIIacTUYECKas
KkpynHokyietouHas mumdoma. Crydan apyrux [ITKJI equHUYHBI, KaK MPAaBUIIO, ONMUCAHBI Yy
nerei ¢ nedekTaMd IMMYHHOW CUCTeMbl W/Wiu B acconnanuu ¢ JbB: yd-renatonuenansHas
nuM@oma, MaHHUKYIUTIoA00Has T-muMdoma MOAKOKHON KIETYaTKH, OYE€Hb PEIKO — APYyTHE
BapuanThl [ITK u HK-HXJI (manpumep, HK/T-kneTounas HazanbHas JumM¢poma).
Juacnocmuxa: IITKJI nokanu3yroTcsi NPEMMYLIECTBEHHO JKCTPAHOAAIBHO C PEIKUM
BOBJICUCHHEM B TMATOJIOTWYECKHHA Iporecc JTUMQOY3/I0B, XapaKTepHO MHOroodOpasue
IUTOJNIOTUYECKUX (OpM; OIpe/eleHne BapuaHTa 3aBUCHT B OOJNbIIEH CTEMEHH OT
KIMHUYECKUX TNPOSBICHUH, YeM OT MOpP(OJIIOTUH OMYyXOJH; BBIPAXKEHBI JUXOpalKa,
CHUMIITOMBl HMHTOKCHKAllUM, 4YacTO pa3BUBAaeTC  reMo(arolMTapHbIi CHHAPOM, UTO
o0yciaBIuBaeT He0OX0AUMOCTh AU PepeHInaNbHON TUATHOCTUKY C HHPEKITUSIMH.
Bepuduxanus guarHo3a OCHOBaHAa Ha UCIOJB30BaHUM KOMILIEKCa HH()OPMATHUBHBIX
1a00OpaTOPHBIX METOAMK (U1 MCKIIOYEHHS CHCTEMHBIX WH(QEKIHi), B pe3yibTaTe
HACTOMYMBBIX IOMCKOB M TMOJY4YeHHs cCyOcTpara OMYXOJIH C IOMOINBI0O KaueCTBEHHBIX
METOJI0B BU3yaJIN3allH, BKJIIOUasi WHBA3UBbHIE METOMBI.

[Ipy MMMYHOIMCTOTUIIMPOBAaHUHU OIYXOJW  BbIABIsAeTCA LUTOoTOKcHueckuid T- mmm HK-
KJICTOYHBIN (heHoTHUI.

3a ucknouenuem ALK-nozumusnou AKKJI, 6onpabie [ITKJI nmMeroT HauXyamuii TporHo3 o
CpaBHeHUIO ¢ apyrumu BapuaHtaMu HXJI y nered M IOAPOCTKOB BCIEACTBUE HU3KOMU
YyBCTBUTEIHHOCTH K aHTPALUKIMH- U HUKIO(ochaMus - CoaepKamuM pekuMaM U BBICOKOM
4acTOTE pELUANBOB.

B nociieqnue rosipl MosIBUIMCH HOBBIE KJIACCHI IPOTUBOOITYXOJIEBBIX IpenaparoB. IlypuHoBbie
ananoru (Ilentocratun, ®naynapabun m KnanpuOuH) B MOHOTEpanmuM MM B COUYETAHHH C
Huknodochamumom, JJoxcopybunmnom u Kommarom (alemtuzumab, Campath) mokaszamu
HEIUIOXME pe3yibTaThl y nepBUYHbIX 00sbHBIX [ITKJI, kKak 1 NMpUMUAMHOBBI  aHAJIOT
I'eMiuTaOuH B pa3nuYHBIX COYETaHUSAX. |'yMaHM3MpoBaHHOE MOHOKIOHaIbHOE AT TmpoTHB
A CD52 Anemty3yma0d s¢p¢dexkTuBeH B CilIydasx HaJM4Ms STOTO AHTUTEHA Ha KIIETKax
OITyXOJIM, YTO OBIBAaET JaJeKOo HEe Bcerga. Bo3MOXKHO, MEpPCIEeKTUBHOW MOXKET OBITh €ro
komOuHnamms ¢ XT (Onynapabun, Llutokcan, JJokcopyounun) u amnoTI'CK B pannue cpoku
B KauyeCTBE TEPalMy IEPBOM JMHUHU, NMPH ITOM HEOOXOIUMO YUHMTHIBATH BBICOKHHM PHUCK
TOKCHYHOCTH, B YaCTHOCTH, (haTasibHyIo peakTuBauuuio LIMB-nndekium.

[IpenapaTsl ¢ pa3HbBIMH MeXaHM3MaMU JAeUCTBUsL wuccienytorcsa ana Jyedenus [ITKIT —
Hemapabun, antuCD-4 u CD-30 - aHTHTHTENa, TaKKe KaK M METOJBI KJICTOYHOW Teparvu
(ayto- n amnorenHass TI'CK ¢ pa3nuM4HbIMM MCTOYHMKAMU CTBOJIOBBIX KJIETOK M pEXUMaMHU

KOHAUIITUOHUPOBAHU A ), HO TIIOKa H3BCCTHBI PE3YJIbTAThl, IMOJTYYCHHBIC Ha HEOOJIBIITNX
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M30MpaTeNbHBIX TPYIIAX B3pPOCIBIX OOJBHBIX U HE MPEAJIOKEHO MPOrpaMM C JOKa3aHHOU B
KPYIIHBIX CpPAaBHUTEIbHBIX MCCIENOBAHUAX OS()(HEKTUBHOCTHIO U HW3BECTHBIM CIEKTPOM

TOKCHUYHOCTH.

AHannacTu4yeckasi KpynHokJjerounasi immdoma (AKKJI)

ObLTa M3BECTHA KaK 3JI0KAYE€CTBEHHBIN T'MCTHOIUTO3, 3aTeM Kak KI-1 numdpoma; B 80-¢ rombt
JI0Ka3aHO IIPOUCXOXKIECHUE 3TON ONYXOJU U3 aKTUBUPOBAHHBIX LIMTOTOKCHUUYECKUX 3peibIX T-
KJIETOK.

VY nereit u moapoctkoB 0 18 mer coctaBmser 10-12% cpenu nmumdom 3TOi BO3pacTHOM
TPYMIIBI, BCTpEUaeTCs valie y noapocTkoB. Jlokanuzyercs B muMdoy3nax ¥ SKCTPAHOJATBHO
(xoxa, KocTH, jerkue, nedens), [ITHC u cpenocrenune nopaxarorcs KpailHE peKO, KOCTHBII
Mo3r ~ B 10% ciydaeB (MOpQOJOTHYECKH); NpPU HCIOIB30BAaHUU  MOJEKYJSPHO-
TEHETUYECKUX METOJUK OIyXOJIEBbIE KJIETKHM B KOCTHOM MoO3re BbIABIAIOT yamie (1o 30%
ciyyaeB). Yacto BbIpaxeHbl B-cHMITOMBI, reMo(aronuTapHbIii CHHIPOM,  XapaKTepHa
yIHOpHasl BBICOKAs JIMXOPAIKa.

Ob6cnedosanue COOTBETCTBYET YKa3aHHOMY BbilIe /i 60nbHbIX HXJI netei n moapocTkos.
T'ucmonozuueckasn ouaecnocmuxa obs3arenbHa. [1o BO3SMOXXHOCTH, JOIKEH OBITh B3SAT CBEXUN
oOpasel] TKaH! U JOCTaBJIeH B JaO0OPaTOPUIO MATOJIOTHH C COOJIIOICHUEM BCEX HEOOXOIMMBIX
YCIIOBUH JJ1s1 IPOBEACHHUS:

- THUCTOJOTHUYCCKOI'O U HUTOJIOTHYCCKOTO MCCIICAOBAHMAA,

UMMYHO(EHOTUITUPOBAHHS;

- OUTOICHCTUYCCKOI'O UCCIICIOBAaHMAI,

MIOMEIICHUS OIyXOJIEBOTO 00paslia Ha XpaHEHHE YIS MOCIEAYIOUIMX MOJEKYJISPHBIX
UCCIIEIOBAHUM.

Omnyxonesbie kieTku npu AKKJI kpymHble, ¢ yepTamMu aHamiia3uy, B JUM(OUIHBIX OpraHax
JIOKAJU3YIOTCS MPEUMYIIECTBEHHO B CHHYCaX U MapakopTHKaibHO. UMMyHObeHoTHn T- mimun
0-KJIETOYHBIH.

XapakTepHbIM JUArHOCTHUYECKH Ba)XKHBIM IPU3HAKOM KIETOK JTOW OIIyXOJIM SIBIISIETCA
Hanmune anturena CD30 u B 60-85% ciydaeB - Oenka KMHA3bl aHAIIACTUYECKON JTUM(OMBI
(ALK). Penxo AKKJI mosxet 6b1Th ALK — HEraTMBHOM, KaK MpaBUiIO, B CIydasx HOJAATbHON

JIOKAJIM3allHn Y B3pOCJIbIX, aCCOIMMUPOBAHO C IIJIOXUM MMPOTHO30M.

Nmmynodenorunuyeckue xapakrepuctuku AKKJI
Hosumuenvr: CD30, peaxyuu Ha >numenuanvhvii memOpanuwili anmueern (EMA),
guympuxnemoynviii  T-anmueen (TIA-1), epansum B u nepgopun. llpu cTaHmapTHOM

MMMYHO(EHOTUITUPOBAHUH (HO HE Ha TEHHOM YPOBHE) B KJIETKaX 4acTO HE BbIABIsAIOTCS T-
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kietounble Mapkepsl CD3, 5,7, 8; Torna ¢eHotun onpenensior kak 0-kiaeTouHbiid. TunuyHas
tpancmokarus  t(2;5)(p23;q35) mexnmy renamu ALK u nykneopocmuua (NPM/ALK)
no3BoJsier BepuduIMpoBats 3TOT BapuanT HXJI, KOHTpoIMpPOBaTH MHUHUMAIBHYIO
pesunyansHyto 6one3nb (MPB) u cocrosiaue pemuccun. B 5-10% ciydasix B TpaHCIOKAIIWH C
ALK npunuMaroT ydactue apyrue naptaepckue ressi (t (1;2), (2;3), (2;17), uto, BO3MOXKHO,
OIIpeAessAeT pa3Inyusl KIMHUYECKOTO TEUEHUS U POTHO3a.

IIpu mnpoBexeHun cragupoBaHue (corsiacHo S.Murphy) ye Npu TOSBICHHM TEPBBIX
CUMIITOMOB B  pe3yjbTare oOcienoBaHusi oObMHO auarHocTupyoTI-IV — cragun

BaGOﬂeBaHI/IH, BBISABIIIFOTCA ITPOrHOCTUYCCKU HC6HaFOHpI/I5ITHBIC KIIMHHUYCCKHUC (I)aKTOpI:I.

IMTPOT'HO3 1 JIEYEHUE

ALK-no3utuBHas AKKJI npu anekBaTHONW Tepanmuu UMEET XOpOIIMH IPOTHO3,
BbDKHBaeMocTh focturaer 80%. Mcnonbiytor IIXT nmogobHy0 npoTokoiy ajis jJeueHus B-
HXIJI.

IIporokon rpynnel bB®M (HXJI 90) Bxmouaer 5-6 nueBHble Kypebl [IXT, kommuectBo
KOTOPBIX 3aBUCHUT OT cTaguu (4-6), mpaktuyecku naeHTuueH jedennto B-HXJI, otnnuarorcs
KPUTEPHH CTPAaTU(UKAIIMH HA TPYMIBI PUCKAa ¥ MHTEHCUBHOCTb LUTOCTATUYECKON Harpy3KH
(puc. 5)

- rpynna pucka K1 (ctaguu I u 1IR- ¢ nonHoOW pe3ekuuell omyxoiu): LUTOpenyKuus +
onoku  A+B+A;

- rpynmna pucka K2 (craguu II NR u III) : uuropenykius + Onoku A+B+A+B+A+B;

- rpynna pucka K3 (cragus IV 1 MHOKECTBEHHBIE NMOPAXEHUSI KOCTEN) : LIUTOPENyKIUs +

omoku AA+BB+CC+AA+ BB+CC.

Pucynox 5. NHL-BMF-90 o6mwuii rian Tepanuu Ui aHAIUIACTHYECKOW KPYMHOKJIETOYHOM

JTUM(OMBI.

K1
ctagus |, II-R

cragusa lI-NR, 1lI

K3
ctagus IV

[V]
L [V] A B A B A E
[V]

AA BB CC AA BB CC

rm 1 1T 1 1
Hepenu 0 1 2 3 4 5 6 7 8 9 10 11 12




HccnenoBanust mocneqHux JeT 3((EKTUBHOCTH Pa3HBIX IO  MPOAOIDKUTEIHHOCTH
BBITNIOJTHEHUS, peKMMaM U CYMMapHBIM J103aM XMMMOIIPENAapaToOB MPOTOKOJIOB MMOKa3ald, YTO
MHTCHCU(UKAIMS TEparuy C HUCIOJb30BaHUEM BBICOKMX 103 Llurozuna ApaOuHOo3uma c
Oromno3uoM, a Takke MeToTpekcara B BBICOKMX J03aX, HE YJIy4llMja I10Ka3aTeau
6eccoOpituitnoit  BeDKUBaeMocTH (EFS) Oompnbix AKKJI BbICOKOW TIpynmbl pucka IO
CPaBHEHHIO C HCTOPUYECKHMM KOHTpoJieM — pesyibratamu npotokona HXJI bOM 90. B
pesyabTrare ans gedeHust aerckoit AKKJI 6bu1 BeIOpaH kak ocHoBHOW mpotokon ALCL99
NHL BFM - c¢ caMbIMH HHU3KUMHU J03aMU IpENapaToB M C CaMOM KOPOTKOU
IIPOJOJKUTEIBLHOCTBIO UX HCIIOIb30BaHMSL.

IIpoBenennslii B paMkax EBponeiickoro MexayHapoaHoro uccienosanuss EICNCL ALCL99
MHOTO()aKTOPHBIA aHANU3 PA3TUYHBIX MPOTHOCTHYECKUX (DAKTOPOB IMO3BOJIMI BBLACIHUTD
CIICAYIOIINE 3HAYUMbIe TPOTHOCTUYECKU HEOIaronpHusITHbIC KIMHUYECKHE (DaKTOPHI:

- MOpaXCHHUE CPEIOCTeHUS (OTHOCUTENBHBIN PHCK HeOmarompustHoro ucxona 2,1 (1,3-

3,6) p=0,004)

BUCIICpAJIbHBIC TTOPAXKCHUS - JIETKUX, TICUYCHH MU CEJIe3eHKU (OTHOCHUTENBHBIM PUCK
HeOnaronpusTHoro ucxoxna 2,1 (1,2-3,4) p=0,006)

- NopakeHHe KOXH (OTHOCUTENBHBIH pUCK HebmarompusitHoro ucxoma 1,9 (1,1-3,2)
p=0,02)

Taxum 00pa3oM, 0Ka3aaoch BO3SMOXKHBIM BBIACTHUTD:

- BBICOKYIO TPYIIIy PHUCKA, KOPPEIHPYIOUIYIO C TUIOXMM HPOTHO30M 3a00JieBaHHA B
KOTOpo# 3-x - neTHsisi OeccoObITHITHAS BBIKMBAEMOCTh cocTaBmia 61% (53-69%) u obmas
BBDKUBaEeMOCTh 76% (68-82%).

B Hacrosimee Bpemst rpynnmo BOM (2012 r.) mnpeamaraercs  HMXKeCIEAyHOLIAs
crpatudukanus 6onpHpIx AKKJII Ha rpynmsl pucka:

I pynna nusxoeo pucka

Cranus I, ormyXoJib TOTHOCTBIO Pe3eMPOBaHA

I'pynna cmanoapmnozo pucka

Cranus I, nepBuYHAas OIMyX0JIb yJaJIeHa HEMTOTHOCTBIO M BCe OOJIBHBIX CTaauu >1

[Ipu OTCyTCTBHMHM BBIIICYKAa3aHHBIX (PAKTOPOB pHCKa  (MTOpaKEHUE KOXKHU, CPEIOCTEHUS,
NICUYEHH, CEJIE3CHKH WU JIETKUX

I'pynna evicokoco pucka

[TarueHTHI ¢ MOOBIM U3 PAKTOPOB PUCKA:

- HaJIMYUE  KOXKHOIO  IOpaXKEeHMUs, HNOATBEPXKJIEHHOTO  Ouomncuedr  (Kpome
M30JIMPOBAHHOTO KOKHOTO MOPaKEHUsI, HAXOISIIErocsi BOJIM3HM MOPAaXKEHHOTO J1/Y,), a TaKXKe

M30JIMpOBaHHAs 00JIE3Hb KOXKH MPH <5 04aros);
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- HATMYUE TOPAXKEHUS CPENOCTCHHS, TIOPAKEHHUsS TeueHu (IIEYeHb YBEIUYEeHAa Ha SCM
win Oojee/oyaru B MEYCHH), CENE3eHKH (Cele3eHKa yBelWdYeHa Ha SCM WM Oojee/oyaru B
CEJIC3CHKE) WM TOPAKECHHs JIeTKuX (OMOICHs HEe sIBISETCS 00s3aTeNbHOM MPU HAITUYUHU

OUYEBHJIHBIX 04YaroB, BbisABIsieMbIX Ha KT).

Jleuenue
TaxTuka Tepanuu onpeaesnsieTcs COOTBETCTBEHHO BBILICTIPUBEICHHON CTpaTU(UKAIUN:

I'pynna KO - n3onupoBaHHOE OpaKEHUE KOKU
OueHb HEMHOTHE MAIUEHTHI C U30JUPOBAHHBIM OPAKEHUEM KOXH (C MOJHOCTHIO /9aCTHYHO
YIAJCHHOM OIyXO0JIbI0) HE MOJY4aroT XMMHUOTEpanuioo. JTO TpedyeT OoueHb MOAPOOHOTrOo
o0clieIOBaHUs M aHAJIN3a. BBIOOP BBDKUIATEIFHOW TAaKTUKU Y TaKUX MAIUEHTOB OOCYIHTH C
KOOPAWHATOPOM MPOTOKOJIA.

I'pynmma 1 - wwuskoro pucka ([Low risk, LR] (1 craaus, omyXxoib MOIHOCTBIO
pe3enpoBaHa)

[Ipendasa- - kypcst A1-B1-A2 + 5.11. (puc. 7)
[IponomkuTenbHOCTD JeueHus coctapinseT 10 Henemnb.

I'pynma 2 - cranmaptHoro pucka [Standart risk, SR] (ctamus I, nepBuyHas omyxousb
y/ajeHa HeMoJHOCThIO, CTaaus™> I, HeT MOpaKeHUs KOXKU, CPEAOCTEHUS, IEYCHHU, CETIC3CHKU
WJIU JIETKHX)

I'pynmna 3 — Beicokoro pucka [High risk, HR] npu Hammumm m1r060r0 M3 yKa3aHHBIX
BbIIIE (PAKTOPOB PUCKA).

I'pynmel 2 u 3 mony4aroT UASHTHYHOE JIedeHue BKiIouas npeadasy u 6 kypcor AMI1-BM1-
AM2-BM2-AM3-BM3 ¢ MetoTtpekcarom 3r/mM2 3a 3 yaca 6€3 9HA0IIOMOAIBHBIX BBEICHUI.

Pucynok 6. IIpotokon neuenuss AKKIJI, Bepcust 2012

HHU3KHI PHCK

npeadasa

CTaHJapTHEI | AM1
BBICOKHIT PHCK

CBA3b CKOOPAMHATOPOM MPOTOKOJAA
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KonTponb a¢dekra nmocie kypca AMI : HET mporpeccuu - NPOJOIKCHHE JICYCHHSI TI0 CXEME;
ecTb Tporpeccusi — OOCYXICHHE TAKTUKH JajJbHEHUIIero JeYeHHs C KOOPAMHATOPOM
IIPOTOKOJIA.

Jletanu npoBeieHus] XUMHOTepanuu (pucyHku 7-11.)

[Mpendasza (cooTBETCTBYeT NUTOPEAYKTHBHOW (paze mporokona mans jedenus B-HXII)
HAYMHATh, KaK TOJIbKO MOATBEPKIEH AUarHo3 (puc .7).

Pucynoxk 7. Ilpendasa npotoxona AKKJI 99 (Bepcus 2012).

[uun 1 2 3 4 5

IekcameTasoH . . oo oo oo

Linknodpocchammg . .

WHTpatekansHoe .

BBe[eHue

INEKCAMETA3OH 5 Mr/mM2/fieHb B O[IHOW CYTOYHOM [103€e B/B UK NepopasibHo
BOHM 1K 2
10 Mr/M%/fieHb (3a 2 BBefieHVs) B/B UMK NepopansHo B iHW ¢ 370
no 5-1

LIMKNODOCHAMULO 200 mr/m2 60-MUHYTHOM UHbyauer B aHm 1 n 2
MHTPATEKAJIBHO [eHb 1

MTX ARA-C PRED BO3PACT

6 Mr 16 Mr 4 mr <1 ropna

8 Mr 20 Mr 6 mr 1-<2 net

10 Mr 26 Mr 8 mMr 2-< net

12 mr 30 Mr 10 Mr > 3 net
NHOY3UA 3000 mn/m2/neHb B/B

AnnonypuHon 300 Mr/M? exeAHeBHO
He mMeHee ofiHoro pasa B [1eHb OLieHMBaTh BUOXUMUYECKUE
nokasarenu KpoBu (SNeKTponuThl, Kanbuui, gocdop,
MOYeBUHa), B 3aBUCUMOCTU OT pasMepoB OfMyXoJSin.
Onpepienexune oTBeTa oNyxonu Ha 5-1 fleHb Tepanum ocHOBaHO
Ha KITMHNYECKOW OLIEHKe; pPeHTreHonornyeckoe
N yneTpassykoBoe obcrejoBaHne — Mo noKasaHuam.
Kypc A (Al, A2))
Kypc Al naunnaercs Ha 6-i1 1eHb Tepanuu.
[Tocnenyromue Kypchl HAYMHATB 110 BOCCTAHOBJICHMHU IOKa3aTesiel nepupepudeckoil KpoBH:
Heitrpoduinst > 0,5 x109/n, Tpombormter > 50 x 109/, npu  yA0BIETBOPUTENHEHOM 00IIEM
COCTOSIHMM TAllMeHTa U OTCYTCTBHM JIUXOpPAJKU B TeueHue Oosee 3 mqHel (IO JaHHBIM
rpynnsl BFM, B cpennem, 3T0T nepuof 3aHuMaeT ~21 neHs).
Kypc B (B1)
Kypc Bl HaunHath Mo BOCCTaHOBICHHH TOKa3aTenel nepudepuueckoil KpoBru: HEUTPOPHIIBI
> 0,5 x109/1, Tpom6o1tuTH! > 50 X 109/11, IpK yAOBIETBOPUTETEHOM COCTOSIHUM TAllUCHTA U

OTCYTCTBUEM JIMXOPAJIKU B TeueHHe Oosee 3 mHei (mo maHHeM rpynnsl BFM, B cpenHem,

3TOT MEPHOA 3aHUMaeT ~21 1eHb).
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Kypc AM (AM1, AM2, AM3)

Kypc AM1 HauuHaTh Ha 6-1 JEHb JICUEHMUS.

Kypcet AM2 u AM3 HauMHalOT Kak TOJBKO BOCCTAHABIMBAIOTCA IOKa3aTeln
nepugepuyeckoid kpoBu: Hetpopmisr > 0,5 x109/m, tpombommter > 50 x 109/1m, mpu
Y/IOBJIETBOPUTEIFHOM COCTOSIHUM TMAaIlMeHTa M OTCYTCTBHM JIMXOpAJKH B TeueHue Oozee 3
nHei (o nanHbM Tpynnsl BEM, B cpenHeMm, 3TOT nepuoj 3aHumaet ~21 11eHsb).

Pucynox 8. IIpoTOKOJ JedeHHs aHAIUIACTHYECKOW KPYIMHOKJIETOYHOW JUMQOMBI, BEpPCHS

2012r.

[Hn 1 2 3 4 5
[lekcameTasoH oo oo oo oo oo
MeTtoTpekcar + .
NENKOBOPUH
WHTpaTekansHoe .
BBeeHue
WNdochamunn . ° . . e
LinTapabun .o oo
OTonoaun . .
NEKCAMETA30OH 10 mr/m? (3a 2 BBegeHus) ¢ 1-ro no 5-1 AHW NepopanbHo Unu
B/B
METOTPEKCAT 1 r/mM2 3a 24 yaca B fieHb 1 (10% a03bl OT 0Bulei nozkl 2a 30
MUH, 3atem 90% WHby3men 3a 23,5 4).
NENKOBOPUH 15 Mr/m? B/B Ha 42-m, 48-M 1 54-M 4 oT Havana uHdpyaum MTX
UHTPATEKAJIEHO HEHbL 1 (4epea nonyaca nocne HaYana UHgY3UM MeToTpekcarta)
MTX ARA-C PRED BO3PACT
6 mr 16 mr 4 mr <1 ron
8 mr 20 mr 6 mr 1-< 2 net
10 Mr 26 Mr 8 mr 2-< 3 ner
12 Mr 30 mr 10 mr >3 net
NS OCPAMIALI 800 mr/m?/B/B MHyameit 3a 1 yac B aHm ¢ 1 no 5. (B geHb
1 BBOAWTE 3a 6 Yacoe Ao Havana uHdyzum MTX.) Mecha
B/B CTpyWHO B fo3e 300 mr/m2/ Ha 0-M, 4-M K 8-M 4 nocne
UHyaum udochammaa.
LINTAPABH 150 mr/m?/ B/B wHcpyaueit 3a 1 yac kaxable 12 4B aHM 4 n 5.
CymmMapHan cyTouHas goaupoeka 300 mr/m?
aTonosna 100 Mr/m2 2-yacoBoit uHdyamnen B gHK 4 u 5 (nocne uHpyanm
Llutapatuna). Passenenve 0,4 mrimn
NHDOY3UA BauenaymeaHve B TeyeHue 48 4 nocne uHdyanm

MeTOoTpeKcara.

B/e unu opancHasa rugparaums B obteme 3000 Mn/mM2/aeHs
NOMKHa 6bITh NPOAIOIXEHA B TedeHue 12 4 nocne BBefIeHUs
nocrnegHen gozel ucdocthammaa.

MpumevaHue: npodpunaxkTuyeckoe spegeHne G-CSF He
peKkoMeHayeTes.
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Kypc BM (BM1, BM2, BM3)

Kypcst BM1, BM2 1 BM3 HaunHaroT IIpy BOCCTaHOBJIEHUM T€MATOJIOTMUECKUX MTOKa3aTeNeH:
Heitrpoduist > 0,5 x109/1, TpomOGounTel > 50 X 109/71, Ipu y1OBIETBOPUTEIHHBIM COCTOSTHIH
MalyeHTa, OTCYTCTBHM JIMXOPAJKUd B TeueHue Oosnee 3 aHel (B cpelHEM, 3TOT IMEPHOJ
3aHuMaeT 21 1eHb).

Pucynok 9. IIpoTokon jeyeHns aHamIacCTUYeCKOl KPYITHOKIETOYHOH Tumdomsl, kype B (B1)

Bepcus 2012 r.
HHu 1 2 3 4 5
JlekcameTasoH oo X X oo X
MeToTpekcart + .
NeNKoBOPUH
WHTpaTtekansHoe .
BBEeeHMe
UMKHO(POCd)aMVlﬂ . ° . . @
HokcopyomumH o .
HEKCAMETA3OH 10 mr/ m2 (3a 2 BBeieHWs) B AHM C 1-r0 No 5-1 nepopanbHo 1n
B/B
METOTPEKCAT 1 r/mM2 3a 24 4y B fleHb 1:10% oT obLLen a03bl 3a 30 MUH, 3aTem
90% wHby3mert 3a 23.5 4
NENKOBOPWH 15 Mr/m? B/B Ha 42-M, 48-M 1 54-M 4 OT Havana nHdyaum MTX
UHTPATEKAJTBHO HeHb 1 (4epes nonyaca nocne Havana uHysum metoTpekcara)
MTX ARA-C PRED BO3PACT
6 Mr 16 Mr 4 mr <1ron
8 mMmr 20 Mr 6 Mr 1-< 2 net
10 mr 26 Mr 8mr 2—<3 net
12 mr 30 mr 10 mr >3 net
LIMKNO®GOCHAMUL 200 Mr/m? nHchyauein 3a 60 MUH B IHK ¢ 1-To no 5-i. (B aeHs 1
HazHa4MTb 3a 6 4 o Hadana uHgyaum MTX.)
JOKCOPYEUMLUWH 25 Mr/m?2 /B/B UHpysmelt sa TUBAHM 4 1 5
FMMOPATALINA 3alllenavMBaHue B TeveHue 48 4 nocne UHepyanm

MeToTpeKcaTa.

B/B unu opaneHyto rugpataumio B obbeme 3000 mn/mM2/aeHb
NPOAOMXUTL B TedeHue 12 4 nocne BBefeHUA nocnefHen Aossbl
umMknodochamupa.

B nocnennue roxapl mpoBOIAT KIMHUYECKHE uccienoBaHus npenapara aHTuCD30 anTuten
(bpentykcumab BemoTuH) ans JeueHHs pedpaxTepHbIX ciydaeB U peuuauBoB AKKIL,
pe3yabTaThl TMOKa He omyOnuKoBaHbl. Takxke paspadaTbiBaeTcsi TapreTHas Tepamnus,
HarfpaBJeHHas Ha OokupoBaHue aktuBanuu ALK.

PerunuBel 3a00neBaHus YyBCTBUTENBHBI K MOBTOpHOM [IXT; B ciyyasx paHHUX pPEeLUIMBOB
(B TeueHue rojaa OT MOSBIEHUS CUMIITOMOB) ITI0Ka3aHAa NHTEHCUBHAS TEpPaIUs C BKIIOUEHUEM

MpernmapaToB HOBOTO MOKOJICHUS, BUHOIACTHHA U ayTo- win ayoreHHoi TT'CK.
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Pucynok 10. [IpoTokon jeueHus! aHaIUIaCTHYECKOM KPYMHOKIETOYHOU tuMpombl, Kypc BM

(BM3, BM2, BM3) Bepcust 2012 1.

HHn 1 2 3 4 5

JlekcameTasoH oo X ve oo .e
MeToTpekcaT+ .

NEVKOBOPWH

Nepocdammng, . o . o o

LinTapabuH oo .s
JTonozua . o

OEKCAMETA3OH 10 mr/m? (za 2 BBefieHWs) B OHM ¢ 1-70 No 5-1 nepoparibHO Ui B/B
METOTPEKCAT 3 r/M? uHchyaueit 3a 3 4 B fieHb 1

NENKOBOPWH 15 Mr/m2 B/B Mnu NepoparnbHo Kaxable 6 4, cyMMapHo 12 nos (Mnu no
TpeboBaHUID B 3aBUCUMOCTW OT YpoBHS MTX + NeiKoBOpWMH HauuHaTb
Yepes 24 4 oT Hayana uHdgysum MTX.

NPOCHOAMNI 800 mr/m2 nHdpyaunelt 3a 1 4 B gHKM ¢ 1-ro no 5-i. B geHb 1 BBOAUTL
2a 6 4 go Havana nHdyamm MTX. MecHa B/B CTpyIiHO B fo3e
300 Mr/mM2/B/B Ha 0-M, 4-M 1 8-M Y nocre WHpY3UKM Uhochammaa.

LUHATAPABWH 150 mMr/m? nHdbyanein za 1 4 kaxable 12 4 B gHn 4 n 5. CymmapHas
cyTouHas aoznposka 300 Mr/m?

3TOMNO3nL4 100 mMr/m2 2-yacoBol uHdpyamneli B gHn 4 1 5 (nocne nHgyaum
umTapaduHa). PazeegeHme 0.4 Mr/mn

MAOPATALINA 3allenaymBaHue B TedeHue 72 4 nocrie MHY3MmM MeToTpekcaTa.

B/B unu opanbHyto rugpataumio B o6beme 3000 mn/m2/geHb
NpoAoIXUTL B TedeHne 12 4 nocne BBeAeHUs1 NocneaHen 103bl
uchochammaa

MPOTHO3 HXJ Y JJETEXA U TOJPOCTKOB

[Ipu ycnoBuu afekBaTHOW JHMArHOCTUKU MporHo3 y 6osbHeIXx HXJI Bo3pacTHOI rpymisl 10
18 ner onpexnensercs TpeMs OCHOBHBIMH COCTaBIISIFOILIMMU:

1. Cragueii 3a0oneBaHMs, T.€. PacIpOCTPAaHEHHOCTHIO OITyXOJEBOTO Ipolecca, npu B-
KJICTOYHBIX JUM(pomax erie u Maccoit omyxonu (ypoBeHb ceiBopoTouHOoi JIJII') 1 00beMoM 1
KaueCTBOM OIEpaLiU IIPU XUPYPru4€CKOM BMEIIaTEIbCTBE.

2. OTBeTOM Ha MHAYKIIMOHHYIO TE€PAIUIO.

3. AZEKBaTHOCTBIO JICUEHHs, BKJIIOYas: COOJIOACHHE CPOKOB M J030Boro pexkuma IIXT;
KaueCTBOM IO/JIEPKUBAOIIEH TEPAIIUU. .

Campblii TUIOXOM MPOTHO3 IPU OTCYTCTBUHM OTBETAa Ha MHIAYKIHMOHHYIO TEpPAIMIO U Pa3BUTUU

pPaHHUX PELUIUBOB (B Te€UEHHUE < 6 MECSLIEB PEMUCCUHN).

JAUCITAHCEPHOE HABJIFOJIEHUE

YcioBus neperayn NamueHTa neauaTpy (reMaToJiory) no MecTy KUTeIbCTBA.

[TarueHT TIepegaeTcs Mo HaOMIOACHNE TeauaTpa (reMaTosora U/Win — OHKOJIOTa) 0 MECTY
KHUTENbCTBA MPH HATUYHUU TIOJIHOM PEMHUCCUU TIiepe]] HadajaoM MOAJEPKUBAOIICH Teparuu
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(JIBJI) unu mo oxkonuyanuu jedeHus: (3penoxnerounsie T- u B-HXJI). [lognepxuBaroniyio
Tepanuio NalueHT MoJIy4aeT 110 MECTY KHUTeabcTBa. Ileanarp (reMaTosaor-oHKOJIOr) M0 MECTY
KUTEIbCTBA PYKOBOACTBYETCS PEKOMEHJALMSAMH, JAHHBIMH CIELHMATUCTAMM YUPEKACHHUS,
IIPOBOAMBILIETO JIEUYEHUE.

Pucynox 11. IIpoTokon jeyeHHs aHAIUIACTUYECKON KPYMHOKIECTOYHOH IMM(OMBI, BepcHs

2012r.

HHn 1 2 a 4 5
IlekcameTasoH oo X .o o0 .o
MeToTpekcart + .

NENKOBOPUH

Linknodpocchammg ° . . . .
Hokcopy6uuuH ° .

JEKCAMETA30H 10 Mr/m? (za 2 BBeieHUs) B AHK ¢ 1-ro No 5-/ nepoparnkHo Unu B/

METOTPEKCAT 3 r/mM2 uHgyamreit 3a 34 B fieHb 1

NEVKOBOPWH 15 Mr/mM2 B/B UNK NepopantHo Kaxasle 6 4, cymmapHo 12 fos (unm
no TpeboBaHnio B 3aBUCUMOCTU OT YpoBHA Mix. CM. npunoxeHwne 2

ANA AONONHUTENBHOW WHOPMaLWK); NEVKOBOPUH Ha4yMHaTb Yepes
24 4 ot Havana uHdyaum MTX.

LIMKITO®OC- 200 Mr/M? nHdpyaunert 3a 60 MWH B iHK ¢ 1-ro no 5-i. B aeHb 1
SAMUL] HasHauMTh 3a 6 4 fo Havana uHdysum MTX.

[NOKCOPYBULMH 25 Mr/m2 uHcpyamert 3a 1 4B aHn 4 n 5

NHDY3WUA 3allenauvBaHune B TeYeHne 72 4 nocne UHgy3num MeToTpekcara.

B/B unu opanesHyto rugpataumio B o6beme 3000 mMn/m2/aeHb npo-
JOMKUTL B TedeHne 12 4 nocne BBefeHuA nocnegHein Jo3sbl ndgoc-
dhammga.

Npumevanue: npodunakTuyeckoe BeefeHe GCSF He pekomeHfyeTcs.

IleproaMYHOCTE OCMOTPA CHIEHATUCTAMH, IPOBOAMBIINMHU TEPAINHIO.
I'emaTO0T/OHKOJIOT, IPOBOAMBIINMA JIEYCHHE, MOCIIE Hayala MOAJICPKUBAIOIIEH Teparnuu H
nepefayu MalyeHTa neauaTpy (reMaTosiory/OHKOJIOTY) 10 MECTY JKHUTEIbCTBA OCMAaTpUBAET
nanueHTa 1 pa3 B 3 mecsma 10 OKOHYaHUS NOJAECpKUBAIOLIE Tepanuu, 1 pa3 B 6 mecsies
II0CJIE OKOHYAHHUs MOAICPKUBAIOLIEH TEpaluy U IIPU NOJO3PEHHUH HA pa3BUTUE PELUAUBA
3a00JIeBaHMUS.

[IeproAMYHOCTE KOHTPOJIBHBIX OCMOTPOB CIELMAIMCTAMM CMEKHBIX CIELHAIbHOCTEN. B
cllyyae HaJM4yusl y MalUeHTa MaTOJIOTUH KaKOW-JIMOO CHCTEMBbl OpPraHOB, pa3BHBIICHCS B
mporiecce TepalmMu W MOTPeOOBaBIICH  BMEIIATENBCTBA CMEXHBIX — CIHEIHAJIKCTOB,
[IEPUOJUYHOCTh KOHTPOJIBHBIX OCMOTPOB YCTAHABJIMBACTCS WHAMBUAYAJIBHO CMEKHBIM
CIELUATTUCTOM.

Bakuunanus.

. B nmepuon neueHus BakUMHAUMSA HE INPOBOJUTCS (MCKIIOUEHUE COCTaBIISIET
BAaKIMHALUg [POTUB rematura B, KOTOpyw® MOXHO IMPOBOAUTH B  IPOLECCE

MIPOTHBOOITYXOJIEBOM TEPANUH IO CHEIHATIBLHON cXeme).
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. Ilocne oxoHYaHMS NONAEPKUBAIOLIECH TEpanuu IIPU HAJIWYHUK IIOJHOM PEMHUCCUHU
BaKLMHAIMIO MOXXKHO TPOBOAMTH B IMOJHOM OOBEME, MUCKIIOUUB JKMBBIE BakIMHBI. OTHAKO
BEPOSTHOCTbH MOJTyYEHHsI TPEEMIITUBHOTO CIIeNM(UIECKOT0 UMMYHUTETA MTPOOIEMaTHYHA.
OcHoOBHBIE 110JI0KEeHHUS TP PA3BUTHH B IpoLecce Ha0II0ieHUs APYTrUX 3a00/1eBaHU .

. Wndexnun — TaTeabHbIii MOHUTOPUHT JEUKOIIUTOB KPOBHU, KaK MOXHO OoJiee paHHEe
Hayaja0 KOMIUICKCHONH aHTHOAKTepUaIbHOM Teparuu, Py HEOOXOTUMOCTH MPOTUBOBUPYCHOM
U IPOTUBOTpHOKOBOM Tepanuu. OOCYIUThH € JIeHaluM BpauoM;

. TpaBMBbI — OlLIeHKA KIIMHMYECKOTO CTaTyca U MOHUTOPHHT OOILEro aHaiu3a KPOBH, TaK
KaKk T[epeloMbl MOTYT OBbIThb TpPHU3HAKOM penuauBa 3a00JIeBaHUS; KOHCYJbTAIHA
CIIELUATIUCTOB.

Cuamue nayuenma c oucnanceprozo ydema. IlanueHT cHUMaeTcsi ¢ AUCIAHCEPHOIO ydeTa
IIPU YCIIOBUM OKOHYAHUs MOJJCPKUBAIOLICH TEpanud, HAJIW4YMs IIOJHOM pPEMHUCCUU U
OTCYTCTBUSI COIYTCTBYIOUIMX 3a00JIEBaHUI! - IO UICTEYEHUH S JIET IOCIIe OKOHYAHUS JICUCHUSI.
ConunanbHasi ¥ ICUX0JI0THYECKAs peaduanuTanus

Pemuts Borpoc ¢ opopmiieHHEM HHBAIUAHOCTH.

Bo3moxxHOCTH Npe0bIBAaHNSA B OPraHU30BAHHOM KOJLJICKTHBE.

. HesxenaTenbHo Ha nepuon NpOBEACHUS HHTEHCUBHON TEpaIUu.

. OrpaHn4eHo SMUAEMHUOJIIOTMUECKON CUTyalluel U KIMHUKO-JIa0OpaTOPHBIM CTaTyCOM
MalEHTA B IIEPUOJ IIPOBEAECHUS MTOAICPKUBAIOLIECH TEpaIUU.

. He orpannueHo nocie OKOH4aHMS MOAEPKUBAIOLIEH TEPAIIUH.

B03MOKHOCTH HAIPY30K U 3aHATHH CIIOPTOM.

. dusnuecKue Harpy3Ku HEXKeEJIaTeIbHbI B IIEPUO/] IIPOBEICHHUS] UHTCHCUBHOMN TEPAIIUH.
. OrpaHuyeHbl KIMHUKO-TA00paTOPHBIM CTAaTyCOM IallMeHTa B IEPUOJ IMPOBEACHUS
MOAJEP>KUBAOLIEN TEPAIIHH.

. ITocne oxoHYaHUS MONNEPKUBAIOLIEH TEPAllMA OTPAaHUYECHBI TOJBKO PA3BUBILEHCS B
[IEpUOJ  JICYCHUS  IaTOJIOTHEH  OIOPHO-ABUIATEIBHOIO  ammapara HWid  ApPYTrUMU
COITyTCTBYIOIIUMHU 3a007eBaHUAMU. [Ipu UX OTCYTCTBHM HE OTpaHUYCHBHI.

Br10op npodeccun.

OrpanudyeHuss MOTYT OBbITh OOYCJIOBJIECHBI Pa3BUBIIUMHCS TO3JHHUMH OCJIOKHEHUSIMH,
VHBAJIIHOCTBIO.

OTHoOLIEHNE K POXKICHUIO AeTeil.

Orpannuenunii HeT. Puck pazsutuga HXJI y noromcTBa MUHMMAJIEH.

JIUTEPATYPA
1. Pathology & Genetics. Tumours of Haematopoietic and Lymphoid Tissues. Ed.

E.S.Jaffe, N.L.Harris, Y.Stein, J.W.Vardiman. Lion, 2001. p.181
46



2. Magrath 1. The non-Hodgkin’s lymphomas in children. In Oxford Textbook of
Oncology. Oxford Medical Publications, Oxford, 1995; p. 1809-1851

3. Magrath 1. B-Cell Lymphoma/Burkitt Lymphoma. In Pediatric Lymphomas ed.
H.J.Weinstein, M.M. Hudson, M.P.Link , Berlin, 2007: p.142-168

4. Murphy S.B., Bowman W.P., Abromowitch M. et al. Results of treatment of
advanced — stage Burkitt’s lymphoma and B-cell (sIg+) acute lymphoblastic leukemia with
high-dose fractionated cyclophosphamide and coordinated high-dose methotrexate and
cytarabine. J Clin.Oncol. 1986, 4, p 1732 — 1739.

5. Patte C., Philip T., Rodary C. et al. High survival rate in advanced-stage B-cell
lymphomas and leukemias without CNS involvement with a short intensive
polychemotherapy: results from the French Pediatric Oncology Society of a randomized trial
of 216 children. J.Clin.Oncol.-1991. 9; p 123-132.

6. Reiter A., Schrappe M., Parwaresch R. et al. Non-Hodgkin’s lymphomas of childhood
and adolescents: results of a treatment stratified for biologic subtypes and stage — a report of
the BFM Group. J.Clin.Oncol. — 1995 — 13 p. 359-372.

7. Goldman S., Gerard M., Sposto R. et al. Exellent results in children and adolescents
with isolated mature B-cell acute lymphoblastic leukemia (B-ALL) (Burkitt): Report from the
FAB International LMB study FAB/LMB 96. Proc. Am.Hem. -2005-vol. 106, Abstract 234 p.
72a.

8. Atra A., Gerrard M., Hobson R. et al. Outcome of relapsed of refractory childhood B-
cell acute lymphoblastic leukemia and B-cell NHL treated with the UKCCSG 9003-02
protocols. British J.Haematol. -2001- vol. 112. p. 965-968.

9. Reiter A., Schrappe M., Tiemann M. et al. Improved treatment results in childhood B-
cell neoplasms with tailored intensification of therapy: a report of the Berlin-Frankfurt-
Munster Group Trial NHL-BFM-90 // Blood. — 1999. — Vol. 94, N 10: 3294-3306.
Samochatova, N.Myakova, L.Shelikhova et al. Preliminary results of treatment of pediatric
advance-staged mature B-cell NHL/B-ALL with intensive chemotherapy +rituximab:
effectiveness and toxicity. Pediatric Blood and Cancer. —2006- v.46, issue 7: p. 854-855.

10. AT .PymsnueB, A.A.Macuan, E.B.CamouaroBa. CompoBoauTenpHas Tepanus u
KOHTPOJIb MH(EKIUI NpU TeMaToJIOTHYECKUX W OHKOJOTHUYECKHX 3abosieBaHUsX. MOCKBa,
2006. 448c.

1. Samochatova, L. Shelikhova, N. Myakova, et al. Therapy of advanced stages mature B
lymphoma and leukaemia in children and adolescents with the use of rituximab and reduced
intensity chemotherapy (B-NHL 2004 mab protocol): the results of a 8-year multi-centre
study. J.of Pediatric Hematology/Oncology, 07.2013.

47



