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1 OO0uaacTh NnpUMeHEeHUS

Hacrosmuii  cranmapt  yCTaHaBIMBAeT  KIMHUYECKHE  PEKOMEHIAINU
(IpOTOKOJBI JIEYEHHUS) IO JUATHOCTUKE U JICUCHHUIO MAIMEHTOB C HEXOKKMHCKUMU
nmuMdomamMu  (1ajgee — IPOTOKOJIbI), ONPENETSIONNN 00beM U MOKa3aTeNln KayecTBa
BBIMIOJTHEHUS  MEIUIMHCKOW  moMomMu  OOJIbHOMY TpW  MOJO3PEHHMU  Ha
HEXO/KKUHCKYI0 auMdomy. Hacrosmuii ctannapT npeaHa3HaueH sl TPUMEHEHHs
MEIUIIMHCKUMU OpPraHU3alusIMHU U YUYpPEKIeHUsIMU deepanbHbIX, TEPPUTOPUATIBHBIX
Y MYHUIUTIATBHBIX OPTaHOB YIPABJICHUS 3IPaBOOXPAHEHUEM, CUCTEM 0053aTEIIHLHOTO
U J0OpOBOJBHOIO  MEAMIIMHCKOTO  CTPaxOBaHUS, JPYTMMHU  MEIULIMHCKUMHU
OpraHU3alMsIMU  Pa3IMYHBIX OPraHU3alMOHHO-TPABOBBIX (HOPM  JAESATEIBHOCTH,
HaIpaBJICHHOW Ha OKa3aHUE MEIUIIMHCKON MTOMOIIIH.

2 HopMmaTuBHBIE CCHLIKH

B HacTosimem ctanaapTe UCIoIb30BaHa CChUIKA HA CIEAYIONIUNA CTaHAapT:
['OCT P 56034 — 2014 Knunuueckue pexoMeHJauuu (MIPOTOKOJIbI JICUCHUS).
OO611ue nonoKeHus.

[Tpumeuanue - Ilpu NOIB30BAHMM HACTOSIIUM CTAaHAAPTOM LIEJIECOOOPa3HO IMPOBEPHUTH
JCWCTBUE CCBHUIOYHBIX CTAaHAAPTOB B HMH(OPMAIIMOHHOW CHUCTEME OOLIEro IMOJIb30BaHUS — Ha
ounmansHoM caiite deepaibHOTO areHTCTBA MO0 TEXHUYECKOMY PETyJIUPOBAaHHUIO M METPOJIOTHUHU B
cetu HHTepHET wWIM 10 €XEroJHOMY UHPOpPMALIMOHHOMY yKa3zaTenio «HanumoHanbHble
CTaHJApThD», KOTOPHII OMyOJIMKOBAH 10 COCTOSHHUIO Ha | SHBaps TEKYIIEro Iroja, U MO BBITYCKaM
exXeMecsiuHOro uH(popMamonHoro ykasarens «HamronansHble cTaHaapThD» 3a TeKymui roa. Ecnu
3aMEHEH CCBUIOYHBIM CTAaHJAApT, HAa KOTOPBIM JaHAa HEJATUPOBAHHAS CCHUIKA, TO PEKOMEHIYEeTCs
HCIIOJIB30BaTh JEHCTBYIOILYIO BEPCUI0 3TOT0 CTaHIApTa C YYETOM BCEX BHECEHHBIX B JAHHYIO
BEpCUI0 U3MEHEHUH. EciM 3aMEHEH CCBUIOYHBIM CTAaHIApPT, Ha KOTOPBIM [aHa [JaTUpPOBaHHAas
CCBUIKA, TO PEKOMEHIYETCs MCIIOIb30BAaTh BEPCHUIO 3TOrO CTAHAAPTA C YKA3aHHBIM BBIIIE I'OJOM
yTBepkaAcHUs (npuHATusA). Ecnm mocime yTBEp)KIEHUS HACTOSIIETO0 CTaHAAapTa B CCHUIOYHBIM
CTaHJapT, Ha KOTOpBIM JaHa JaTUPOBAHHAS CCBIIKA, BHECEHO W3MECHEHHUE, 3aTPAaruBaroliee
MOJIOKEHHE, HA KOTOpOE JJaHa CCBhUJIKA, TO 3TO MOJIOKEHUE PEKOMEHIYETCsl IPUMEHSTh 0e3 yuera
JAaHHOTO U3MeHeHMs. Eciin cChbUI0UHBIN cTaHAapT OTMEHEH 0€3 3aMEHBI, TO M0JIOKEHHE, B KOTOPOM
JlaHa CCBhUIKA HA HET0, PEKOMEHIyeTCsl IPUMEHSATD B YAaCTH, HE 3aTPArMBAIOLICH 3TY CCBUIKY.

3 OO0mmue moJIoKeHUA

[IpoTokonbl BemeHUs: OOJBHBIX «JlMAarHOCTHMKAa W JIEYEHUE MAIMEHTOB C
HEXO/KKMHCKUMHU JTUM(pOMaMHu pa3paboTaH JJIsl pelIeHUM CAeAyoIuX 3a/1ay:



- ONpEACNEHUs aIrOPUTMOB JHUATHOCTUKUM U JICYEHHUS TALMUEHTOB C
HEXO/KKUHCKUMH JTUM(pOMaMU

- yHU]UKAIIUU PacyeToB 3aTpaT Ha MEIUIIMHCKYIO TIOMOIIb, pa3paboTKu
mporpaMm 0053aTEILHOI0 MEIUIIMHCKOTO CTpaxXOBaHUsS U Tapu(OB HA MEAUIIMHCKUE
YCIIyTH;

- OCYHIECTBJICHUSI KOHTPOJIsI 00bEMOB, TOCTYITHOCTH U KauecTBa MEAUIIMHCKOMN
MMOMOIIIH, OKAa3bIBAEMOM MAllUEHTY B MeAMIIMHCKUX OpraHu3anusax pa3Horo ypoBHs, B
TOM 4YHCIie, B paMKaX TOCYJapCTBEHHBIX TapaHTUN oOecneyeHus TpaxaaH
OecriaTHON METUIIMHCKON MTOMOIIBIO.

B HacTosiiiem cTtaHgapTe HMCHOJIb3yeTCs YHUDUIIMPOBaHHAs IIKalla OIEHKHU
yOeAUTEIbHOCTH  JOKa3aTeNbCTB MPUMEHEHUS MEAUIIMHCKUX TEXHOJOTHH B
cootrBercTBUM ¢ ['OCT P 56034 — 2014 Kinunudeckue pekoMeHAAUU (IIPOTOKOJIBI
nedyenus). O0uMe MoNI0KEeHHUS.

4 TpeOoBaHus MPOTOKOJIA

4.1 Moaean manueHTa

Hozonoruueckas rpynna: HexopxkkuHckue qumbombl (HXIT), kox mo MKb-10
C 81 — C 85, cucreMHbIe 3JI0KAYECTBEHHBIE OITYXOJIM UIMMYHHOUW CHCTEMBI U3 KIIETOK
BHEKOCTHOMO3TOBOM ~ JTUM(OUAHOM  TKaHM  Pa3IUYHOM  T'HCTOT€HETHYECKOM
MIPUHAJIJICKHOCTH U CTENeHH TU(P(HEepEeHIIUPOBKHU.
Hozonoruueckue enunuiipl no kinaccupuxanuu BO3 2008
OcHoBubie BapuanTbl HXJI Bo3pacTHOM rpymnmbl 10 18 et (1eTh 1 mOAPOCTKH)
(Tao. 1).
B-xierounsle:
* Jjeiiko3/mumpoma u3 B-kiaeTok-nmpeaiecTBeHHUKOB - TUM(OoOIacTHBIE
* nuMdoMBbI U3 3penbix B-kaeTok:
o nuMdoma/neiiko3 bépkurra
o nuddy3ubie B-kpynHOKIeTOUHbIE TUMQPOMBI, B T.4. MEpBUYHAsS
MeauacTuHanbHas B- kinerounas HXJI
o (omnukynsipHas nTuM@poma neauaTpuyeckas

T- kneroyHsle:
* Jjeiiko3/numpoma n3 T-KIEeTOK-NPEIIIeCTBEHHUKOB - TUM(POOIaCTHBIE
* gumpombl U3 3penbix T-kieTok - nepudepuueckue T- KiIeTOUHBIE
HXJI:
O aHamiacTudeckas KpymnHokiaeTouHnas aumpoma (AJIK+/-)
o mnepudepuueckas T-kinerounas numdpoma, HecrienupUuIpOBaHHAS
o napyrue peakue T- u HK-knerounsie tumdpombl
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4.2 KpnTepml H IPU3HAKH, OIIPEACIAIIINEC MOAC/Ib ITAallUCHTA

Cpenn 3mokaudecTBeHHBIX omyxonend y gnered HXJI cocraBmsaror 5-7%, y
noapoctkoB crapure 15 mer - no 10%. Pacnpoctpanennocts HXJI y npereir u
noapocTkoB 10 18 ner B ctpanax EBponsl u CeBepHoit Amepuku cocrasiser 0,6-1,5
cnydags Ha 100 000, B Poccum 3TOT mokasarenb, IO JaHHBIM CYHIECTBYIOIIEH
CTAaTUCTUKHU, HAXOJUTCS B TakuX ke npenenax. [Iuk 3a0o1eBaeMoCTH NPUXOAUTCS HA
Bo3pact 5-10 ner, netu no 3-x ner Oonetor HXJI kpaitne penko. o 14 ner
npeodJialaloT MaJlbYMKU — COOTHOIIEHHWE MAaJlbUMKHU:JIEBOYKH Cpelr 3a00JeBIINX
cocrasisier ~3,5:1, y nogpoctkoB ~1,5:1.

Pe3ko mnoBeimen puck 3abonerp HXJI y gereii ¢ nepBUYHBIMHU
UMMYHOJIE(PUIIUTHBIMUA COCTOSHUSIMU, O0JE3HIMU HECTAOMIBHOCTH XPOMOCOM, MOCTIE
TPAHCIUIAHTAIIMU OPTaHOB U TKaHEH.

HXJI y nereit 1 mOAPOCTKOB - MIEPBUYHO F€HEPAITN30BAHHBIE 3]I0KAYECTBEHHBIE
omyxonu ¢  Jguddy3HOW  THUCTOJOTHYECKOM  CTPYKTYpOM M BBICOKHM
npoiu(epaTUBHbIM  TMOTEHIIMAJIOM,  YYBCTBUTEIbHBIE K  crneruduueckoi
[UTOCTAaTUYECKON XMMHOTEpanuu. XapakTepHa BBICOKAs YacTOTAa SKCTPAHOJATBHBIX
JOKanu3alui, HWHUIMAIBLHOE BOBJIEUEHHE B mpolecc koctHoro mo3ra (KM) u
LEHTPAJIbHOW HEPBHOU cuctembl (IIHC). HeszaBucumMo 0T KIMHHUYECKOTO
opopMIIeHUSI TIPU BBISIBICHHUM B KOCTHOM MoO3re Oosiee 25% OIyXoJieBBIX KIIETOK
(mumdobmacToB B cinyuyasx HXJI u3 npeanecTBeHHUKOB) 3a00JI€BaHUE ONPEEIIIeTCs
Kak ocTpsiit neiiko3 (OJIJI), mpu mopdonoruu L3 (no ®AD — knaccudukanmm) kak B-
KJIETOYHBIN ocTpbii Jeliko3 (B-OJI unu neitko3 bépkurra).

Tepanusa: puck-aganTUpPOBaHHAsT HMHTEHCHMBHas (MO J03aM U BPEMEHHBIM
pexumam) nonuxumuorepanus (IIXT) npu ycrnoBuM aneKBaTHOTO BBHIMOJIHEHUS
KOMILUIEKCAa COMPOBOJUTENBbHBIX MEpPONPUATHI. XUPYpPrUuecKue BMEIIATEIbCTBA
OTPAaHUYEHBl JHATHOCTHUYECKONW  OMOmNcHMeld W TMOMOUIbI0 MPU HEOTIOKHBIX
COCTOSIHUSIX; PE3EKIUsl OMYXOJIM MPU BO3MOXKHOCTU MaJOTPABMATUYHOIO yAAJICHMUS,
OCJIOKHEHHMSI HEONpaBJaHHO OOmUpHBIX onepauuit u 3azaepxkka [IXT yxyamaer
nporHo3. B mocnegnee 10-nmetme B snedenuun HXJI  Takke HCNIONB3yrOT
MMMYHOTEpAIIUIO.

Tabmuua 1. OcHoBHble Bapuantel HXJI y nereit u noapoctkoB:koae1 MKB10,
OCHOBHBIE UMMYHOMAapKEPHI U YaCTOTa BCTPEYAEMOCTH

Bapuant, xoq MKbB NmmyHOMapkepsl Yacrota (%)

B-xnetounsie

N3 B-nipemmecTBEHHUKOB




Jlumpoobnactuas B-HXJI | CD19+ w/umu  CD79a+  w/umm | 3-5

C91.0 CD22cyt+
O0onpmHCTBO ciydyaeB TdT+ u HLA-
DR+
N3 3pensix B-knetok
JInmdoma/neitko3 CD19+ n/umu CD79a+; CD20+; 45-55
bepkurTa, C 83.7 CD10+; K1 67 >99%

slgM+, K- unu A — uenu +
Bcl6 +; C-myc+

Huddy3ubie B- CD19+ u/unu CD79a+; CD20+; 8-10
KPYIHOKJIETOYHBIE, CD10+; K1 67 <90%

Cg83.3 Bcl6 +; Bel 2+

[TepBuunas CD20+; CD10-; Bel2-; Bel 6 -; 2-3
MeauacTUHaIbHas B- CD19+; CD45+

KPYITHOKJIETOYHAsI

QomuKyIapHas CD 19, 20, 22, 79a, BCL2+, <1
auMdoma

T-xnetounrie

N3 T-nipeniiieCTBEHHUKOB

JIumpoobnactaas T-HXJI | CD7+; CD2+ w/unu CD5+ u CD4 unm | 15-20
C83.5 CD8+;
CDla +; CD3cyt +; TCRo/p+/
TCRYy/6+ (penko)

N3 mocrtumuueckux T-kineTok (mepudepudeckue)
AHamnactrnyeckas CD30+, ALK+, CD3, 5, 7 - /£, CD4+, | 8-10%
KPYITHOKJIETOYHAs CD2 +, TIA1+, gransym B+, perforin
numdoma +
Hpyrue Heknaccuduiupyemsoie <5%

Jna muormx HXJI 3TOM BO3pacTHOM TpYyNIIBI WM3BECTHBI HECITy4YalHBIE
XpoMOCOMHbIe aHoManuu. HauOonee penkue y nereid T-kieToyHble JTUMGPOMBI U3
3pEeIbIX KIETOK PAa3BUBAKOTCA MPEUMYIIECTBEHHO y AETEN C HAPYIIEHUSIMA HMMYHHOMN
CUCTEMBI  (AyTOMMMYHHBIE  3a00JI€eBaHMs, MEPBUYHBIE HMMYHOAEC(PULUTHBIE
COCTOSIHHUS, MTOCJI€ TPAHCIUIaHTAI[MU OPraHOB U TKaHEN ).

AnaMHe3.

[Ipu cOope cemeliHOro aHamHe3a HaJo0 oOpamiaTh BHHMaHUWE Ha Cclly4au
MOBTOPHBIX TSDKENBIX MHPEKIWA W\ CMEpPTel MalbuYUKOB B PaHHEM BO3pacTe C
KJIIMHUKOW MH(EKIIMOHHBIX 3a00J€BaHUN U\UITU KPOBOTECUEHUM.
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B-cumntombl BapuaOenbHBI, KaK MpaBUIO, Yalle BCEro HUMEET MeCTO
BBIpaXKEHHAsl TMOTeps Macchl Tena. VHunuanbHble CHUMITOMBI Pa3HOOOpPa3HbI
,00yCIJIOBJIEHBI  JIOKAJIU3ALUEN u Maccon omnyxond. bomee 50% HXJI
(IpeuMyIIeCTBEHHO W3 3peibiX B-KJIeTok) y JeTeld MHUIHMAIbHO JIOKAJIU3YIOTCS B
OpIOIIHOM TOJIOCTH:  WJIEOLEKalbHasg 00JIacTh, ANIEHIUKC, BOCXOJAIIAsl KHILKA,
ME3EHTEepHUaldbHble M Jpyrue TPpyIbl BHYTPUOPIOMIHBIX JauMpoy3noB. Yacro
MHUIMATBHBIM CHUMIOTOMOKOMIUJIEKCOM SIBIISIETCSl KJIMHUKA OCTPOro >KMBOTa: 00mH,
TOIIHOTA U PBOTA, CUMITOMBI KUIIEYHOW HEMPOXOJUMOCTH, OCTPOTO AMMNEHIUINTA,
KEITYIOYHO-KUIIIEYHOTO KPOBOTEUeHUs WM mnepdopanuu kKumkd. OAHAKO MEPBHIM
MPOSIBICHUEM  MOXET OBITh MPOCTO  YBEJIMYEHHE JKMBOTA MpU  0OIIEM
YIOBJIETBOPUTEIBLHOM cocTOosiHUM pedenka. B-HXJI sBnsitorcss yactoil nmpuyuHON
KUIIIEYHOW HEMPOXOJUMOCTH y IIKOJbHUKOB. I[Ipu Qu3ukaibHOM OCMOTpe Yy
O0OJIbHOrO HHOTrJa OBIBA€T MOKHO NaJdbIUPOBATh OMYXOJdb M, Kak MPaBUIIO,
BBIABJISIETCS 3HAUMUTENbHAs TemaToCIUIeHOMeranus, acuuT. Jlaxke B OTCYTCTBUU
cnenupUyeckoro mnopaxeHuss nodek y OosbHbIX JIB wacto pa3BuBaeTcs ocTpas
MOY€YHass HEJAO0CTaTOYHOCTh, OOYCIOBJIEHHAas METa0OJIMYECKUMH PacCTpONCTBAMHU
(cungpom octporo nausuca onyxonu, COJI), uto, Hapsgy C UHPEKIMOHHBIMU
OCJIOKHEHUSIMHU,  SIBJSIETCS. OCHOBHOM MPUUMHOW  JIETAIBHOTO HCXOJa Ha
JOTOCIUTAJIbHOM ATaIlle U B MIEPBbIC AHU JieueHus [4,5].

Jlokanuzanus omyxoiu B cpenocteHun u tumyce (20-25% HXJI nmerckoro
Bo3pacta) Haumbosee wyacto mnpucyma T-JIBJI. TlposBasieTcs HapylieHUIMHU
JIbIXaHUS, HABSI3UMBBINA Kalllenb 0e3 MPU3HAKOB BOCIAJIEHUS, 3aTPYITHEHHUE JIbIXaHUs U
IJIOTaHUs, MHOI/IA MOoTeps rosoca. Pa3BuBaercst CUHAPOM CIABIECHUS BEPXHEU MOJIOM
BEHBI - TOJIOBHBIE 0OJIM, pacIIMpPEHUE BEH M OTEK IUeH, Jinia. Yacto pa3BuUBaeTCA
TUAPOTOPAKC , YCHJIMBAs CHUMITOMBI JbIXaT€IbHOM HENOCTaTOYHOCTHU; BBHIMIOT B
NepuKapJ MOXKET MPHUBECTH K TaMIIOHAJIE cepaua. bBICTpO NpUCOEAUHSIOTCS
IopakeHue KOCTHOro mosra ¢ uuronenner u LIHC ¢ cymoporamm, HapylieHHem
CO3HAaHMS. YUHUTHIBasi OBICTPBIA POCT OMYXOJHU, 3TH CUMIITOMBI OBICTPO CTAHOBSTCS
KU3ZHEYTPOXKAIOUUMHU.

10-15% HXJI y pereil nokamu3yrooTcs B JHUMQPOHUIHBIX OO0pa30BaHUAX
BanbaeitepoBa koiiblla, TOJIOBBl U II€H, C BOBJICYECHUEM CIIOHHBIX KEJI€3, OTEKOM
HIDKHEW 4YenloCcTH, OJHOCTOPOHHUM YyBEJIWYEHUEM TIJIOTOYHOM MHUHAAIUHBI C
COOTBETCTBYIOIIEH CHMMOTOMATUKOW, BKJIIOYAs MMape3bl YEPEmHO-MO3TOBBIX HEPBOB
KaK IIEPBOM Mpe3eHTALNH O0JIE3HU.

Jlumdoma ¢ mopaxeHueMm TOIbKO nepudepuueckux JTUMEPaTUUECKUX Y3JIOB Y
nereil 6piBaeT HewacTo (10~12% ciyuaeB ). IlopaxeHHbie nUMQOY3/Ibl YBEIUYEH,
IJIOTHBIC, HEHAIpsOKEHHBIC, 0€300JIe3HEHHBIe, 0€3 MECTHOW KOXHOW THUIIEPEMUH,
PACIIONOKEHbl ACUMMETPUYHO, 4Yallle BBIIIE YPOBHA IuadparmMbl WA MO 00e ee
CTOPOHBI, C TEHJAEHUMEH K OOpa30BaHUIO KOHIJIOMEPATOB; AaHTHUOAKTEpHAJIbHAS
Tepanus HeadheKTUBHA.

[Topaxenue nentpanbHoii HepBHOU cucTeMbl (LIHC) moxet ObITh mipu J1r000M
OMMCAaHHOM BBIIIE CUMIITOMOKOMILUIEKCE, TPOSBISETCS TOJOBHOW OOJIbIO, HE
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CBSI3aHHOW C MNPHEMOM MHIIM PBOTOH, OOYCIOBJICHHBIMU CHABICHUEM OIYyXOJbIO
00JIEBBIMM CUMMTOMaMU, HAPYUICHUSIMU 3PEHUS U ClyXa, Mape3aMu U Napajindyamu,
O0COOEHHO MPHU BHYTPUUEPEITHON U MUY PATHHON JIOKAIU3ALIUH.

Hpyrvue uwHULMANbHBIE JIOKANM3AlMU: T[OYKH, KOCTH, OpOUTa, KOXKa,
IIUTOBUJIHAST W  CIIOHHAs JKelie3bl, Te4eHb (PEIKO) —  COMPOBOXKIAIOTCS
COOTBETCTBYIOIIEH JIOKATU3aLUHA U 00bEMY OIYXOJIM CUMIITOMATUKOM.

[Ipu BBIABIEHUU OBICTPO PACTYIIEH OIMyXO0JIH JIF0OOM JTIoKaIu3auu (0COOEHHO B
OprontHO# monocTH) y AeTed no 14 ner, kpoMe MIIAICHIIEB, HAJ0 MPEXIE BCETo
nckiroyars HXJI.

C HXJI y nmereil U MOAPOCTKOB aCCOLMMPOBAHBI HEOTJIOKHBIE COCTOSIHUS:
KHUIIIEYHAs] HEMPOXOJUMOCTb, CHHAPOM «OCTPOTO JKMBOTa» - KPOBOTEUYECHUE,
WHBaruHamnus, nepdopalus; CUHIPOM claBiieHus BepxHel moisiod BeHbl (CBIIB) u
IpIXaTelibHasi HEJAO0CTaTOYHOCTh; CHUHIApOM ocTporo Jusuca omyxonu (COJI) u
pa3BUTHE OCTPOM MMOYEYHOW HENOCTATOYHOCTH; MpPHU JIOKATM3alMU OMyXOJdu B
MUY PATBHOM MPOCTPAHCTBE BEIYLIUMHU SBJISIIOTCSI HEBpOJIOTUYECKas
CUMIITOMATHKA U BBIPAKEHHBIU 00JI€BON CUHIIPOM.

4.3 Hepeqenb MEANIMUHCKHUX YCJIYI' OCHOBHOI'O M1 NOIIOJTHUTEJIBHOTO
acCopTUMEHTA B 3AaBUCUMOCTH OT yc.]IOBI/Iﬁ OKa3aHus " (l)yHK]_[I/IOHa.]ILHOI‘O

Ha3HAYCHUSA MeI[I/IHHHCKOﬁ MNOMOIIIH

Jlnarnocrtuka.

[Ipu BbIsIBIIEHHM Yy pPeOEHKA/MOAPOCTKA SIBICHUN auMdornponudepaTuBHOTO
CHHAPOMA WJM YPreHTHBIX CHUHAPOMOKOMIUIEKCOB, XapakTepHblX it HXII,
JMArHOCTUYECKHUI MPOIECC JOMKEH MPOBOJUTHCS B CPOUYHOM DPEXHUME JI0 Haydala
MPOTUBOOMYXOJIEBON TEpaIuUu.

Heo6xonumo 6e3oTiaraTeibHO PENIUTh OPraHU3AlMOHHBIE M TEXHUYECKUE
BOIIPOCHI, CBSI3aHHBIE C MPOBEJACHUEM XUPYPrUYECKOro BMeEIIaTeNbcTBa (OHoICHS,
paguKalibHasi omnepanus), KynmupoBaTb U MOHUTOPUPOBATH JKMU3HEHHO YTPOKAIOIIUE
CUHJIPOMBI.

JIlnarHocTrka BKIJIFOYAET:

* [lepBuuHBIA OCMOTpP OOJBLHOTO C OLIEHKOM kano0, KIMHUYECKOTO CTaTyca
U aHaMHe3a - XapakTep, BpeMsi MOSIBJIECHUS W PA3BUTHE CHUMIITOMOB;
MH()EKIMOHHBIM M CEMEWHBId aHaMHE3 - OCTpble U XPOHHYECKHUE
MH(EKINN, TEPBUYHBIE UMMYHOJE(PUIIUTHBIE COCTOSHUS, OIMYyXOJIU H
reHeTh4YecKue 3a00IeBaHumsl.

* Ou3uKalbHBIC JaHHBIC: JIUXOPAJKa, OOJEBOM CHHAPOM U CHUMITOMBI
WHTOKCUKAIIMM,  TEeMOpPPAaruyecKuil  CHUHIPOM; pa3Mmepsl "
XapaKTepUCTHKA BCEX TPyHN TUMQPOY3JI0B, KOCTHbIE 00K U CyCTaBHOU
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CUHAPOM, HApPYHICHHA JbIXaHHW:A, TICIATOCINICHOMCTAINA, COCTOSHUC
SANYCK, HeBpOJ'IOFI/I‘-IeCKI/Iﬁ CTaTtyC, 1IpU BbIABJICHUU H&HBHpreMOﬁ
OITyXOJIN — eé JOKaJIM3ald U XapaKTCPHUCTHKHU.

JlaGopaTopHble METOIUKH:

OOmuit KIMHUYECKUM aHaIN3 KPOBU C MOACYETOM (HOpMYJibl (PYUHBIM) U
KOJIMYECTBA TPOMOOIIUTOB - CPOYHO;

buoxuMmudeckuil aHaau3 KpOBU C OLEHKON (DYHKIUM TI€YEHH, TMOYEK,
ompeaeIeHUeM MOYEBOM KHUCIOTHI, ajekTtponmuToB (K, Na, Ca),
nakrataeruaporenassl (JIJII)

Koarynorpamma (AYTB, IITU, TB, ¢dubpunoren, Xlla-3aBucumsiii
budpuHoOIN3),

N3mepenue nuypesa, aHalin3 MOYH;

Omnpenenenue MapkepoB BUPYCHbIX HH(ekuii: 9bB (ceponornuecku u
konuuectBeHHO (ITL[P), rematutoB, anturena k BUY;

['pynia kpoBu U pe3yc-hakTop,

ChIBOPOTOUHBIE UMMYHOTJI00YTUHBI

WNHBa3uBHBIE TPOLIEAYPHI (IPOBOJSATCS B YCIOBHUSIX 00€300IMBaHUA):

HCCIIEIOBAHUE KOCTHOIO MO3ra: MyHKUUH U3 2 - 4-X aHaTOMUYECKHU
pPa3IUYHBIX TOUYEK (TEpEeAHHE U 3aJIHHE OCTH MOJB3JOIIHBIX KOCTEH) C
MOACYETOM MHEJIOrpaMMbl (M3 KaXKJI0W Touku nenatbh 8-10 ma3koB);
CTEpHAJIbHAS ITYHKIIUS HE PEKOMEHIYETCHl.

MOPGOJIOTUYECKH  OMpPEACUTh OTHOCUTeNbHOE conaepxkanue (%)
OMYXOJIEBBIX KJIETOK U UX XapaKTep;

HATOXHUMUYECKOE MCCIEIOBAHME HE HECET JOMOJHUTEIbHOW K
Mopdosiorud  uHPOpMANMK 32 HUCKIIOUYEHUEM PEAKUX  CIIy4aeB
HEeTUM(OOIACTHBIX TEMATOCAPKOM;

MMMYHO(DEHOTUITUPOBAHUE KJIETOK KOCTHOTO MO3Tra MpPH €ro MOpaXEHUU
u B ciydasax B-OJI;

TPEMaHOOMONCUsS KOCTHOTO MO3ra He siByisieTcst o0si3arenbHou nmpu HXIJI
y J€Tel U MOAPOCTKOB, HE BXOJAUT B KPUTEPHUU OIMPEIACICHUS CTAAUU U
TEpareBTUYECKOW TpyHIbl pucKa (MpU JIEUEHUH N0 NPUHSATHIM B
MeINaTPUIECKOMN MPaKTUKE POCCHICKHX KJIMHUK
MPOTOKOJIAM);BO3MOKHO HCMOJIb30BaHHE B LeNaX IuddepeHunnaibHoMl
JIMarHOCTUKH, aTUTUYHOM TE€UEHUU 3a00JIeBaHUS;

uccinenoBanue JukBopa: BceM 0onabHbIM HXJI. JltomOanbHast myHKIUSA .
OCOOCHHO TIepBasi JMArHOCTUYECKas, JOJDKHA OBITh aTpaBMAaTHUYHOM,
MPOBOJAUTCSI OMBITHBIM BPauoM IOJ OOIIMM HAapKO30M; aHaJK3 JTUKBOPA
BKJIFOYAET OLICHKY KJETOYHOT0 cocTaBa (KOJWYECTBEHHYIO U
KaueCTBEHHYIO Ha IUTONpenapare), cojaepkaHus OeiaKa v TI0KO3bI.
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Kpurepun nuarsoctuku nHunmanbHoro nopaxenus LHHC

HAJIIMYME OITYyXOJEBBIX KJIETOK NPU LUTOJOTMYECKOM HCCIEA0BAHUU
JINKBODA;

JUKBOP C TIIPUMECBIO KPOBH HE PACCMATPUBAECTCS B KAadyeCTBE
JI0Ka3aTeNnbCTBa epBuyHOro nopaxkenusa LIHC;

TYMOPO3HbIE 00pa30BaHUs B TOJIOBHOM MO3T€ MJIM MO3TOBBIX 000J0YKaX
o nauaeIM KT/MPT;

napesbl/mapajivid 4epernHOo-MO3TOBBIX HEPBOB Jaxe IMPU OTCYTCTBUU
OMYXOJIEBBIX KJIETOK B JIMKBOPE M BHYTPUMO3TOBBIX OOpa3OBaHUU IO
na"HueiM KT/MPT

MOPAXKEHHUE TJ1a3 U 3pUTEIIbHBIX HEPBOB

M0 TIOKa3aHUsAM - 330(aroracTpoCKOIUs; TUIEBPOLIEHTE3, JanapOCKOMUs

KOHCYJ'H:T&I_II/II/I OTOJIOPHUHI0JIOrA, O(I)TaJ'IBMOJ'IOFa, HCBpPOIIATOJIOra, THHCKOJIOIa,
APYIrux CricuuaJlruCTOB — I10 IMOKa3aHUsAM

HHCTPYMCHTEUIBHI)IG MCTOObI UCCIICIOBAaHUA

OKT', 9XO-kapaunorpadus ;

peHTreHorpadusi OpraHoB T'PYJIHOW KIETKU (2 MpOEKIHH — TpsiMasl U
npaBasi OOKOBasi) - TO3BOJIIET OOHAPYXXUTh YyBEJIWYEHUE THUMYCAa H
TuM@(OY3JIOB CPEIOCTEHUSI; HAJTUYUE IUJIEBPUTA, OYAaroB B JIETKUX M X
JIOKANHU3aLHIo;

yibTpa3BykoBoe ucciegoBanue (Y3UM) opraHoB OproiiHON MOJOCTH U
Taza, nepudepuyeckux TUMQPOY3JIOB;  IMO3BOJISIET BBISIBUTH OITYXOJIb,
acuuT, HaJIM4he O0YaroB B  [I€UEHH, CEJE3€HKE, COCTOSIHUE

TuM@aTUYECKUX  Y3JI0B,  SIUYEK; MOPAXKEHHBIMU  CUUTAIOTCS
nuMdaTudeckue y3ibl pazmepom Oosee 1 cMm B quamerpe
KoMIbloTepHass peHTtreHoBckas Ttomorpadus (KT) — o0si3arenbHblif

METOJ] BU3yaJIM3alllK JJI OLIEHKU COCTOSIHUSI OPTaHOB IPYIHOU KJIETKU U
OpIOITHOM MOJOCTH (C ABOMHBIM KOHTPACTUPOBAHHEM) U MAJOTO Ta3a,
JaeT 00BbEKTUBHYIO MH(POPMAIUIO O JIOKATU3AIUU U Tomorpadhuueckux
XapaKTepUCTHKAaX  OMYyXOJHW;  IMO3BOJIIET  OOBEKTUBHO  OICHUTH
WHUILIMAIbHBIE pa3Mepbl onmyXxoiu (00beMm, HauOoJbIIas BEIMYMHA), UX
M3MEHEHHM B Mpoliecce Tepanuu;  HeoOXOoAuM JJisl OMNpeeieHus
COCTOSIHUSI PEMUCCHH;

MO MOKa3aHUsIM - KaloObl Ha Ooyu, cumnToMbl opakenus: [{THC, npu
JIOKaNu3aluu OMyXodu B o0jacTu roJioBbl, meu — MPT romnoBHoro /
CIIMHHOTO MO3ra;

MpU KOCTHBIX 00JiiXx — R-rpadus, ckaHUpOBaHHE KOCTEH C TEXHEIUEM
99, MPT koctei.

Nutepnperauus pesynpratroB Y3U, KT, MPT wu pgpyrux crnenuaibHbIX
METOJIMK, TOJKHA MPOBOJIUTHCA PEHTTEHOJIOTOM C MEAUATPUUECKOMN MOATOTOBKOM.
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CrnenuanbHble METObI UCCIICIOBAHUSI.

Bce nHBa3MBHBIE METOJIUKU JIOJ>KHBI IPOBOJIUTHCS ¢ 00ECTIEUEHUEM aHECTE3UHU
(cemamuu), mpu  TPOMOOIUTONEHUM UCIOJIH30BATh 3aMECTUTENIbHYIO TE€paIuio s
JTOCTHKEHUS MoKazarelst TpoMOoruToB >30 000/Mxm).

[Ipu HaJU4uu OIYXO0JIEBBIX UHQUIBTPATOB MaTepuanIoM TSt
JMArHOCTUYECKOTO HKCCIIEIOBAaHUSl SIBJISIETCS OMNYyXOJeBas TKaHb, IMOJy4YeHHass B
pe3yiibTate OMOINCHHM IKCTPAHOJATBHBIX OIYyXOJIEBBIX OOpa30BaHUN WM SKCIU3UU
nmuMdaTtuyeckoro y3na. Ilpu Hamuuuu cneuu@UUYEcKoro acuurTa, IJIEBPUTA,
JEHKEMUYECKOTr0 TMOPaKEHUsI KOCTHOTO MO3ra BO3MOXKHA JIMarHOCTHUKa 0e3
XUPYPrUYECKOro BMeEIIAaTEIbCTBA Ha OCHOBaHUHU MOpP(OIOTUYECKOTO,
MMMYHO(DEHOTUITUYECKOTO U IUTOI€HETUYECKOTO UCCIEOBAHUM OMMYyXO0JIEBBIX KIETOK
OMOJIOTMYECKHUX KUAKOCTENH 0€3 TMCTOJIOTUYECKOTO HccienoBaHus. JlaHHas TakTuKa
ompaBiaHa MpPHU TSIXKEIOM COCTOSIHUM TAlMEeHTa, OTCYTCTBUU NepudepruyecKoit
nuM@azeHonaTuH, HEOOXOAUMOCTH MPOBEICHUSI ONEPATUBHOTO BMEIIATENbCTBA IS
MoJyuyeHHs] OUOINICUITHOTO MaTepuajia MpH JIOKAIU3alMd OMyXOJdu B TPYJHON W/Wiau
OpIONTHO MOJIOCTH, 3a0PIOIIMHHOM MTPOCTPAHCTBE UJIU B MOJOCTH MAJOTo Ta3a.

B  pesynaprare  Xupypruueckoil  (3KCIM3UOHHOW) OWUOINCHHM  OMYXOJIU
(mumdoy3na) AOMKHO OBITh TMOJYYEHO AOCTATOYHOE KOJWYECTBO Marepuana Jist
MIPOBEJICHUS KOMILJIEKCa HEOOXOAMMBIX MCCIIEIOBAHUM, BKIIIOYAs: IUTOJIOTUYECKOE U
TUCTOJIOTUYECKOE HCCIEAOBAaHME OTIEYaTKOB M OHoNTaTa OMyXOJdU C  OLEHKOM
MOpPhOJOTUHY M HUMMYHOTUCTO-(IIUTO-)XUMHYECKUX  XapPaKTEPUCTUK, IUTO- U
MOJIEKYJISIPHO-TEHETUYECKUE aHAIIU3bI; YacTh MaTepuala OCTaBUThH ISl BO3ZMOKHBIX
JOTIOJIHUTENIBHBIX ~HCCIEIOBaHMM, OOECHEeUYnTh YCIOBUS JUIsi WX JJIMTEIHHOTO
XpaHEHUSI.

buorncuto npoBoasaT moj oOuiel aHecTe3ueu 10 Hayajga MPOTUBOOITYXOJIEBOM
Tepanuu 3a UCKIIOYEHUEM >KU3HEYTPOKAIOIIMX CUTyallMi BCJIEACTBUE CHHApPOMA
CHABJICHUSI; XUPYPTUUECKOE BMEIIATENCTBO JOJDKHO OBITh MAKCUMAIBHO IIAJISIINM;
Marepuasl HEMEJUICHHO JOCTaBUTh B TMAaTOJIOTOAHATOMUYECKYIO Ja0OpaTOpuio C
COOJIFOZICHUEM YCIIOBUM, OMNpEIEIECHHBIX TMAaTOJOTrOM; J>KEJaTelbHO MPUCYTCTBUE
MaToJjora Ha onepaluy U yyacTue B 00paboTke Matepuarna.

[Tonyuenue u 3a00p TUArHOCTUYECKOTO MaTepurana - oOlye npaBuia.

* KonuuectBo Marepuaiia JOJDKHO OBITh aJIEKBATHO IOCTaBICHHOM
JTUAarHOCTUYECKOH 3aJaue.

* Marepuan OT WrojbHON Ouorncuu oOpa3oBaHUsA KakK IMPaBHIO HE
SBJISIETCSA JIMATHOCTUYECKU 3HAYMMBIM. PekomMeHIyeTcss He MpPOBOJUTH
KpaeBbie Ouoncuu auMdonnnoi Tkanu. OparmMeHTUpoBaHUE MaTepuaa
3aTPYJHSET €r0 JUArHOCTHKY.
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* HampaBienue Ha THCTOJOTMYECKOE U HMMYHOTHCTOXMMHUYECKOE
UCCIIEIOBAHUE JTOJDKHO COJAEPKATh MOJHYI0 MHPOPMAIUIO O MaIlMEHTE,
UCCIeyeMOM MaTepuane (TOYHasl JOKaau3alusl MOJy4YeHUs, HaIUudue
JIPYTUX TOPAKEHUN ).

* Ecmu BBITIOJTHSIETCS COTJIACHO UMEIOIITUMCS MOKa3aHUSIM
TUCTOJIOTHYECKOE MCCIEAOBAaHNE KOCTHOTO MO3ra HEOOXOIUMBI JIaHHbBIC
aHanu3za  nepudepuvyeckod  KpOBH, MHEIOrPAaMMBbI,  pPe3yJbTaThl
UMMYHO(DEHOTUTUPOBaHUS (€Clid ObLIO CIETIaHO).

[TonyueHHblil MaTepran MOMECTUTh B (PU3.pacTBOp (HE JOJIbIIIE YEM Ha 2 yaca)
U NepesiaTh B NaT.1abopaTopuio, re MaTepual JOJKEeH ObITh MOMEIIEH B (pUKCaTOp U
MOABEPrHYT JalibHEHIen o0paboTke. Qdukcanus MOPOUCXOAUT TOJBKO B
3a0ydepennom 10% pactBope dopmanuna. Ecaum Her ycioBud s mepenayu
Marepuala B YKa3aHHbIE CPOKHU B JIaDOpaTOpUIO, TO MOJy4eHHAsl TKaHb JIOJDKHA OBITh
cpa3dy MOMeIlleHa B yKa3aHHbIM pacTBop ¢dopmanuHa, TIe MOXKET XpPaHHUThCs Oe3
OTPAaHUYCHHS] BPEMEHU [0 TMPOBEACHUS JalbHEHUIIUX MPOLEAYyp MPOLIECCUHTa
(mpurotoBieHue MapapruHOBHIX OJIOKOB).

[Ipu HanmMuuM BIAXHOTO apXuBa (PparMeHTHl TKAHU XPaHSTCS B 3a0ypepeHHOM
10% ¢dopmanuae © TpUd HEOOXOAMMOCTH TIPEAOCTABIISIIOTCA Ha pedepeHc
UCCIIeIOBaHUE.

Bech onepaiinoHHO-OMOTNICUMHBIN MaTepHall, a TaK’Ke U3TOTOBJIICHHBIE U3 HETO
napaduHOBbIE OJOKM M CTEKJIa C THUCTOJOTMYECKUMHU Mpenaparamu, SBISIOTCS
COOCTBEHHOCTBIO TMAallMEHTa U OECHPENATCTBEHHO MEpPEeNaloTCsl HAa PYKU MAIUEHTY
aub0 ero 3aKOHHOMY TMPEJCTABUTENI0 IO 3alpocy COTJIACHO O(UIMaIbHO
0(pOPMIICHHBIM TOKYMEHTAM.

Uccnenosanus cydocTpara OmnyxoJid BKIIOYAIOT:

® [UTOJOTUYECKUN U TUCTOJOTHUYECKUN aHAIU3 C OMUCAHUEM CTPYKTYPbI U
KJIETOYHOTO COCTaBa;

®* UMMYHOTMCTOXMMHUYECKUN aHAIU3 U HUMMYHO(EHOTUNUPOBAHUE C
WCIIOJIB30BAaHUEM TMaHEIM  aHTUTEN JUIsl OMNpPENENIeHHs] OCHOBHBIX
JUHEWHBIX W JUP(GEepEeHIHPOBOYHBIX  AHTHUTE€HOB,  IOKa3aTelieu
npoiu(epaTUBHOM  aKTUBHOCTA UM HEKOTOPBIX  CHEHH(PUYECKUX
mapkepoB, Hanpumep, alk (AKKJI) wmum C-myc npoTooHKOreHa
(ABKKIJI, JIb):

* wMapkepbl B-nmunun: CD79a, CD10, CD19, CD20, CD22, clgM, sigM,
/A nerkue nemu, CD34, HLA-DR, TDT;

e wmapkepsl T- nquauu: CDla, CD2, CD5, CD7, CD3 (mut?), CD4, CD8,
TdT, CD30;

* ecrectBennbie kuepsl (HK): CD 56, CDI16;
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* mpoiaudepaTUBHbBIN MOTEHIIUAI: (Ki-67, BSAP (PAXS)
MMMYHOTUCTOXUMHUYECKH C yKa3aHUEM KOJIM4YeCTBEHHOro nmokazatens (%
MO3UTUBHBIX KJIETOK).

* Mapkepst ObB (EBER, LMP) — no nokazanusim

[{utoreneTnueckoe u MOJIEKYJIsIpHO-IUTOreHeTnueckoe ucciegoranue (FISH)

npu auMdomax y AeTell MPOBOIAUTCSA C LEIbI0 MOATBEPKIACHUS/UCKIIOUCHUS
nuarHo3a JTuM@ombel bepkuTra — 0OHapy>KEeHHE MEPECTPOCK I'eHa C-MmyC B COCTaBe
tpancnokanuii t(8;14)(q24;q32), t(8;22)(q24; q ), t(2;8)(;q24) u ALK-n03UTUBHBIX
KPYITHOKJIETOYHBbIX JuUM(poM — moareepxkaeHue mnepectpoek reHa ALK. OcHoBHOM
METOJI HUCCJIEJOBAaHUS B 3TOM cliyyae — (QIIyopecleHTHas in situ rudpuan3anus
(FISH). B ocrtanbHbIX ClydasiX XpOMOCOMHBIE MEPECTPOHMKH HOCIT pazHOOOpa3HbIN
XapakTep, HMX MPOTHOCTUYECKOE W JAUATHOCTHUYECKOE 3HAYEHHS HEOAHO3HAYHBI.
UccnenoBanrie npoBOUTCS TOJBKO B Hayase 3a00JI€BaHUs 10 JICUCHUSI.

Marepuan s HUCCIEIOBaHUS W YCIOBUS TPAHCIOPTUPOBKH — COIJIACHO
yCTaHOBKaM J1a00paTopuu, MPOBOASIIEH aHATIU3.

K marepuany npuIoKUTh HAIPABICHUE U BBITIHCKY.

OnucaHHble JUATHOCTUYECKUE MEPONPUSATUS HEOOXOIUMBI ISl YCTAHOBIICHHUS
MPUHAUICKHOCTU OIyX0JdW K oaHoMy wu3 BapuantoB HXJI u onpenenenus
aJICKBaTHOM TaKTUKU Tepanuu. Komrekc oauHakoB He3aBUCMMO OT Bujga HXJI,
OCOOCHHOCTH 00CJe0BaHUs MOTYT OBITh PE3yJbTAaTOM JIOKAJIM3ALUU OMyXOJIUu U
TSXKECTH COCTOSIHUSI O0IBHOTO — 0OCY’KJIalOTCS B 3aBUCUMOCTH OT MUHAUBUYaTHHOTO
ciydasl.

[1o pe3ynpTaTam obOcienoBaHus onpeaeauTs craguio HXII.

Cranuposanue no St.Jude (S.Murphy)

Knuanueckass cramms  OmpeAenseT  pacHpoCTPaAaHEHHOCTh  OIyXOJEBOTO
mporiecca, yCTAaHABIMBAETCS B COOTBETCTBHU CO CICAYIOIMIMMH KPUTCPUSIMHU
(S.Murphy, 1978):

* [ cragus. OpuuouHblM nuMdoOy3en WIM 53KCTpaHOAANbHAs OMyXodb 0e3
JIOKQJIbHOT'O pPACIpOCTPAHEHUS; HUCKJIIOYAIOTCS MeIuacTUHAaJIbHAa,
a0JOMUHaIbHAS, STIUIypaibHAs JTOKAIU3aIUU.

e ]I cragus.

O OJHA JKCTpaHOJAJbHAs OIMYyXOJb C TMOPAKEHUEM PEruOHATBHBIX
TUM(DOY3II0B;

O JBe u Oosee Tpynil TuM(Oy3JI0B MO OAHY CTOPOHY AUadparmsli;

O JB€ OJMHOYHBIE SKCTPAHOAAIbHBIE OIYXOJU C/0e3 MOpaKeHHs
pPErHOHANTBHBIX TUMQOY3JI0B MO OJJHY CTOPOHY AuadparMbl

O TMEepBUYHAS OIYXOJIb JKEJIYyJOUYHO-KUIIIEUHOTO TPAKTa, JIOKAIM30BaHHAS B
UJIEOIEKAIbHOM  o0macTu  ¢/0e3  MopakeHUs  ME3EHTEepPUATIbHBIX
TuM@Oy3IoB,
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O HCKJIIOYAIOTCS MEeIMaCTUHAIBHBIE U SMUAYPaIbHbIE OMYXO0JIH;

o (Heckonbko numdpoy3710B WIH HKCTPAHOJATBHBIX OMyXOJeHd MO OJHY
CTOpOHY AuadparMel c/0€3 JTOKAIBHOTO PACIIPOCTPAHECHUS).

o [lpu MakpOCKONMUYECKH MOJTHOM YJAJE€HUU OMYXOJU OINpEeNeNseTcsl Kak
peserupoBanHas (II P), npu HEBO3MOXXHOCTU MOJHOTO YAQJICHUS Kak
HepeserupoBanHas  (IIHP); wuckmiodarorcs  MeauacTUHalmbHAsT U
AMUypalibHAs JOKATU3aIUH.

e III cragus. OmnyxoneBble 00pa3oBaHusi MO 00€ CTOPOHBI Auadparmsl,
BHYTPUTPYJIHAs, MapacluHaibHas W JNUAYypajibHAsl JIOKAJIU3AlUKU OITYyXOJIH,
oO1IupHas Hepe3eKTabelbHasi BHYTPUOPIOIIHAS OMYyXO0JIb.

* IV craaus. Jro6as nokanuzanus NEPBUYHON OMYXOJIM C HAUIMUYHUEM MOPAKEHUS
HC, kocTHOrO MO3ra U/uiu MyabTU()OKATBLHOTO MOPaKEHUS CKEJIETa.

[Topaxkxenuem koctHoro Mosra npu HXJI OGONBIIMHCTBO OHKOTeMaTOJIOrOB
CUMTAIOT HalWyuMe B KIETOYHOM cocTaBe >5 (mpu Bapuante L3 wum
HeknaccuumupyeMpix o ®AB - equHUYHBIX KIETOK) H < 25% omyxoJeBbIX
kietok. [lpu BoisiBaeHun Oosiee 25% OJNACTHBIX KIETOK B KOCTHOM MO3re
JIUAarHOCTUPYIOT OCTPBIN JIEUKO3.

OneHKa XapaKTEPUCTUK JEHKEMUYECKUX KIETOK M BapuaHTa JeHWKo3a — IO
aHAJIOTUH C UCTOJIb3YEMBIMU ISl AUATHOCTUKU OCTPBIX JIEUKO30B.

DopMyJIMPOBKA IHArHO3a

JlnarHo3 HEXOKKMHCKON JHUM(OMBI (OpMYITHpPYETCS B COOTBETCTBHH C
kiaccudukanueir BO3 2008 roga, BKIIIOYaeT onpeeaeHue H03010TuYeCcKo (popMbl,
Bapuanta HXJI, pacnpoctpaneHHoctn omnyxoiu — craguio (mo S.Murphy) c
yKa3zaHHeM o00JyiacTeil TOopakeHUsT M OCJIOXKHEHHH, OOYCIOBJIEHHBIX OCHOBHBIM
3aboneBanueM. ['pynma pucka ompeiensieTcss B COOTBETCTBUU C HCMOJIb3yeMbIM
MIPOTOKOJIOM.

4.4 XapakTepHUCTHKA AJTOPUTMOB U 0COOEHHOCTEH MPUMEHEHUS

MEINIMNHCKHUX YCIYT IPHA IlaHHOﬁ MOJC/IHN IMMAaIUCHTa

Jleuenne HXJI y nereil 1 mOAPOCTKOB OTHOCHUTCS K BBICOKMM MEIULIMHCKUM
TEXHOJOTUSAM, TpeOyeT KpoMe COOTBETCTBEHHBIX YCIOBUWM CTallMOHAPHOTO
MOApAa3JeiICHUs HAIUYUSI KauyeCTBEHHON 1abopaTopHOM M TpaHCy3UOJIOTMYECKON
CITY>KObI, BO3MOXXHOCTEH NPOBEACHUS WHTCHCHUBHOMW M pPEaHUMAIMOHHON Tepamnuu,
y4acTus B JIeueOHOM MPOIIECCE CIENUATUCTOB PA3TMYHOTO TPOQUIIS.

HesaBucumo  or  Momenmun  HXJI ocHOBy — Tepamuu  COCTaBJISIET
IIPOTUBOOIYXOJEBAsT  MOJUXUMHOTEpAINsI, KOTOpas MPOBOAUTHCS  YCIOBUAX
crammoHapa (00kc);
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Cranpaptsl npoTuBOOMyX0aeBoM nonmuxumuorepanuu (I1XT)

OO611re noNoXKEeHUs

BBenenue  BBICOKOJO3MPOBAHHBIX IPENApaTOB  OCYIIECTBIACTCS  4Yepe3
neHTpanbHbli BeHO3HbINM kaTeTep (L[BK) u3 monuxsopBuHMIIa WM MOJWypETaHA -
1151 6€30MaCHOTO JI0JTOBPEMEHHOTO CTOSIHHUSL.

[IBK nMniaHTHpPYIOT OJHOBPEMEHHO C AUArHOCTUYECKUMU MPOLIEAYPAMU O
oOmieil aHecTe3uWel. MNpU CHUHIPOME BEPXHEW TMOJOM BeHBI OOIIUNA HAPKO3
MPOTUBOMNOKA3aH. [[03bl MepOpanbHBIX W BHYTPUBEHHBIX CPEACTB XUMHOTEPAINUU
pacCUMTHIBATh HAa IUIOWIAJb IMOBEPXHOCTH TeJIa MO HOMorpammaM. [lanueHTsl B
BO3pacTe 10 6 MecsleB NOKHBI MOaydarh 2/3 monHou no3bl, 7-12 mecsaues - 3/4
MOJHOM J103bl, PACCUMTAHHOW Ha IUIOLIAJb MOBEPXHOCTU Tena.M3MepsaTs miomanb
MOBEPXHOCTH TeJIa nepen KaxkapM KypcoMm T1XT.

Jl03bl, CpPOKM W [UINTENBHOCTH BBEICHUS XHMHUOIPENApPaTOB JIOJIKHBI
COOTBETCTBOBATh YCJIOBHUSIM HCIIOJb3YEMOT0 TEPANIEBTUUECKOIO MPOTOKOJIA; 3aMEHA
MpenapaToB, MPOIMYCKU BBEICHUS, APYTHME U3MEHEHUA — M0 I[IOKa3aHUsIM B
HCKJIFOUUTEIBHBIX CITyYasx.

[Ipu newenuu HXJI nomkHO OBITH OTAENEHUE WM MajlaTa MHTEHCUBHOMN
Teparnuu JJisi BeIeHUs1 OOJIBHOTO C JIbIXaTeIbHOW U CepJIeYHO-COCYIUCTOM, TOUYEUHON
HEJIOCTATOYHOCTHIO, IIOKOM U Ap., UMETh BO3MOYKHOCTh MPOBEICHUS TE€MOIHAIN3A
u remodunbTpanuu, WMBJI. Takxke otneneHwe Xupypruu, COCOOHOE BBIMOJIHSITH
TOpakaJibHble U a0JIOMUHANIbHBIE ONepaluu. B 1mirare qoKHBI OBITh HEBPOIATOJIOT,
OKYJIUCT, OTOJIOPUHITOJIOT, BO3MOXXHOCTh KOHCYJIbTAllMd JAPYTUX CHEHHAINCTOB
(?HIOKPUHOJIOT, THHEKOJIOT, HEUPOXUPYPT, YPOJIOT).

OO0si3aTenbHO HalWyue KBATM(UIMPOBAHHOW Ja0OpaTOpHOM CIyXKObl U

BO3MOKHOCTbh MCIOJIb30BAaTh COBPEMEHHBIE METOABI BH3yanu3auuu, Bkiarodas KT u
MPT.

OO6mue MeponpusTUs

OueHuTh U KyNUpOBaTh KU3HEYTPOKAIOIINE CUMIITOMBI U CUHAPOMBI, HAYaTh
MH(QY3MOHHYI0O U aHTHOAKTEPUAJBbHYIO TEpanui; 00eCreuuTbh TpaHC(HY3MOHHYIO
HOJJIEPKKY.

ObecnieunTh  LIEHTPAJIbHBIM  BEHO3HBIM  JOCTYNl ~ OJAHOBPEMEHHO  C
IUArHOCTUYECKUMHM MpOLeaypamMu Mo 001Iel aHeCTe3He.

O6mue npuHnuIb crienuduyeckoit Tepanuu HXJ1 y nereit u mopocTKoOB

OcHoBoii r¢dextuBHol Tepanuun HXJI y nereld 1 moApOCTKOB SIBISETCS] PUCK-
agantupoBaHnHas nonuxumuorepanus (I1XT)

npu Bcex BapuaHTax HXJI GosbHBIM JTaHHOM BO3pPACTHOM IPYIIbI 00s3aTeIbHA
npoduIaKkTHKa HEUpoIehHKo3a;
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HE HCIOJb3yeTCsl JOKajdbHas (Ha MECTO MOPAXKEHMS) JyueBas Tepamus 3a
PEIKUMU UCKITIOUEHUSIMU

KOMIUJIEKC aJIEKBATHOM COMPOBOJUTEIILHON 1 3aMECTUTEIIBHON TEPAIIHH.

B Poccun ¢ Hayana 90-X roJ10B IIMPOKO MPUMEHSIOT TPOTOKOJBI rpynnbl bOM
- nnsa B-xnerounsix HXJI, ne-B-HXJI (mumdobnactHeix) u anamnactuueckoit T- (0-
)KpYIHOKJIETOUHOM  nuMdome. B OonbIIMHCTBE CiaydaeB d3TU  MPOTOKOJIBI
MOAU(MUIIMPOBAHbI, B  pPsA€ CIy4aeB HCIOJB3YIOT MPOTPaMMbl  JICUEHUS,
pa3pabOoTaHHbIE POCCUUCKUMU KIMHUKAMMU.

Jlumgobnacmuvle  T- u  B-xnemounvie  aumgomvl U3 Kiemok-
npeouecmeennuxos (JIbJI) MKK10 C-91.0; C 83.5

JIBJI cocraBmsator ~20-25% Bcex cimyuyaeB HXJI B Bo3pacTHO#M rpynmne o 18
JeT, u3 HUX 710 75% cocTaBiasoT TUM(POMBI U3 TPEAIISCTBEHHUKOB T-KJIETOK U J0
25% - B-kietok.  ITO OBICTPO MPOrPECCUPYIOLINE BHICOKO arpeCCUBHbBIE OMYXOJH,
0e3 JedyeHus 3aKaHYMBAIOTCS (PaTaqbHO B TEUYCHHE HECKOJIBKHX MECSIICB. [Tpu
WCIIOJB30BaHUM COBPEMEHHBIX MPOrpaMM Tepaluu Pe3yJbTaThl JOJTOCPOUYHOM
BBDKMBAEMOCTU JHocTUrarT 80%.

T-JIBJI — TunMYHBI UIs1 MAIBYMKOB-TIOAPOCTKOB. MIHMIIMANIbHAS JIOKarU3auys B
50% cny4asix B CpeloCTeHHH (JTUMQOY3/Ibl U TUMYC) C pa3BUTHEM CHUHAPOMA
BEPXHEr0 CPEOCTEHUS U IUIEBPAIbHBIM BBIIIOTOM; TAaKXK€ MOTYT OBITh MOPAXEHBI
nepudepuueckue na/y, Koxa, MedeHb, JuM@ouaHble 00pa3oBaHUs BajbiciepoBa
KOJIbLIA, TOHAIBI; Yalle, ueM npu apyrux HXJI, B mporuecc BOBI€UEHbI KOCTHBIA MO3T
u ITHC.

NMMmyHOPEHOTUITMYECKUE XapaKTePUCTUKU OMyXoyeBbiX KieTok T-JIBJI
MpeJicTaBaeHbI B Ta0MI. 1

[To3uTUBHBI: TepMUHANIbHAS A€30KCUHYKIeoTuaMI Tpancdepasa (TdT), CD7 u
nuromtazmatuueckas CD 3; BapumaGensnsl CD la, CD2, CD4, CD5, CDS8; MoxeTt
OBITH

Knunundeckue nposiBieHus: 00yCIOBIEHBI JIOKATU3AIUENH OMyX0iIu, HEPEIKO B
couetanuu ¢ B - cumnromamu. Yacto mepBble CUMITOMBI 00JIE3HU OO0YCIOBIEHBI
CIABJICHUEM OITYXOJBIO COCYJOB M OPraHOB, PACIOJOKEHHBIX B CPEIOCTEHUHU. HacTo
B Ipoliiecc BoBjiaeYeHbl KOCTHBIN MO3r U, [THC. Jleuenne T-JIBJI noimkHO BKIIOYATH
BBITTOJIHEHHUE MEPOIPUSITUI, HAMIPABICHHBIX HA MOJAAEPKaHNE OCHOBHBIX KHW3HEHHBIX
byHKIUd, NpodUIAKTUKY/IeUeHHEe UHQPEKIIMOHHBIX OCJIOXKHEHHUM, 00YCIOBIECHHBIX
[IUTOTICHUEH, ¥ CHUMIITOMOB IMOpaXKEHUS IEHTpaabHOU u nepudepuyeckoit HC.

JIBJI u3 B-knetok-npeamiectBeHHUKOB (ripeB-JIBJI)

OCOOEHHOCTBIO SIBIISIETCSI HEPEJKOCTh HWHUIMAIBHOM JOKaIU3alluu OMyXOJu B
KOCTsIX, nepudeprueckux aumpoysnax, KOXKe M MOJKOKHOW KIIeT4yaTKe, MHOT/Ia — B
TJIOTOYHBIX MUHJATWHaX. KpaifHe peIko B MpOIIECC BOBIEKAETCS CPEOCTEHHUE, OPTaHBI
OPIOIIHOM MOJIOCTH.

NmMMmyHOPEHOTUTTHYECKUE XapaKTEePUCTUKH OMyXoJeBbix kieTok B - JIBJI
MpeicTaBaeHbI B Ta0OI. 1.
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4.5 Hepeqenb rpyni JJEKapCTBE€HHBIX CPEACTB OCHOBHOIO U

AOIMOJIHUTCJIBbHOI'O aCCOPTHUMCECHTA

Jleuenue JIBJI u3z T- u B-npeouiecmeennuxos
B neuennn nmum¢obnactaeix HXJI y nereld m moapoctkoB ucnonb3yror OJIJI-
OpueHTUpOBaHHbIE TporpaMmsl [1XT.

Jleuenue JIBJI u3z T- u B-npeouiecmeennuxos

* JIUTENIbHAsA, MNPOJOJKUTEIBHOCTEIO cymmapHo 24 — 30 wmecsies,
HETpephIBHAS MpPOrpaMMHasl JIEKapCTBEHHAsl Teparusi, MEHSIONIAsCs Mo
WHTEHCUBHOCTH BBITIOJHEHUS U I030BBIX HArpy30K,

* 0a3oBble mpemnaparbl — TJIIOKOKOPTUKOWABI M BHHKA aJKaJOUIbI,
aHTPAlMKJIMHBI,  CpPEIHE-/BBICOKOJ030BbI  MeToTpekcar, +/- L-
acraparuHasa, IuTapaOuH ¥ SMUMO010(PUIOTOKCHHBI;

* HHTEHCHBHOCTbH Tepamnuu onpenaensercs ctaaguein HXJI.

HezaBucumo ot ummynoBapuanTa (T- unu B - numdo61acTHOTO) TPOTOKOJIBI
neuenus JIBJI Bkiarogaror:

* (a3zy UHAYKIUHM, OCHOBHBIC IMpEMapaTbl MPEIHU30JI0H, BUHKPUCTHUH,
aHTpalMKINHBI, [-acmaparuHa3a CHUCTEMHO; METOTPEKCAT U IUTO3ap
SHJI0JIFOMOATIEHO B BO3PACTHBIX JIO3UPOBKAX;

* (a3pl KOHCONUJALUUM U PEUHIYKIUU (B 3aBUCUMOCTU OT CTaJuu H
TpYIIbl pUCKA), MPU 3TOM K YyKa3aHHBIM IMpenaparaMm J00aBISIOTCS
nukinodocdan, HUTO3ap B CTAHAAPTHBIX JTO3UPOBKAX, O-MEPKANTOMYPHUH,
BBICOKOJIO30BBI ~ METOTPEKCAT;  MPOJOJDKAETCS  HHIO0JIOMOAaIbHas
npodunaktuka (Jeuenue) nopaxenus [{HC.

* JuTeNbHAs - A0 2 JeT - MOJJEpKUBaoIlasi Tepamnusi, OCHOBHbBIC
npenapatsl 6-Mepkanromypus (6-MII) 50 — 75 mr/M*/x p.o. eXeIHeBHO,
u MerotpexcaT 20- 30 Mr/M°/I eXKEHEIEIbHO P.0. WIM B.M. C
MoaupUKalue no anain3y KpoBu (JICHKOLUTO3).

OT wucnonb3oBaHUs KpaHHAIbHOTO oOmydeHuss mist npodunaktukun [[HC
MopakeHusi B OOJIBIIMHCTBE MNPOTOKOJOB OTKA3alMCh, €r0 MPUMEHSIOT  TOJIBKO
00JbHBIM ¢ MHULIUANBbHBIM nopaxkenreM [{HC. 1 unrencudukanuu npouiakTuKu
nopaxenus: [{HC npennoxkeHo yBETWYUTH KOJIUMYECTBO 3/J1 BBEICHHUI METOTpeKcaTa
B (pazax MHIYKIUU U PEUHIYKIIUHU.

TepaneBtuueckass cTparuduKanusa: HE3aBUCUMO OT HUMMYHO(eHOTHINa
OIIPENIEIIEHUE TPYHIIBI IPOTHOCTUYECKOTO PUCKAa OCHOBAHO Ha craaun HXJI.

I'pynna cmanoapmmuoco pucka: 6onvuvie JIBJI, [ u Il cmaouu
I'pynna cpeonezo pucka: 6onvnvie JIBJI, Il u 1V cmaouu
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I'pynna svicoxoco pucka: omcymcmeue pemuccuu Ha 33 cymku UHOYKYUOHHOU

mepanuu

OnemenTsl siedeHus: 0oapHbIX JIBJI rpynm cTaHgapTHOTO W CpeHEro pucka

npeicTaBiaeHbl B Tabnuiax 2 u 3, Ha puc.l

Tab6mauna 2 . CocraBubie 3ieMeHThI Jeuenus JIBJI

DJIEMEHT Tepanuu

Habop xummnonpenaparon

Nupykunonnas
Teparus
(mportokomn I)

[Ipenuuzonon (PRED) wunu pekcamerazon (DEXA),
Bunkpuctun (VCR), npaynopyounun (DNR), L-
acraparmHasa (L-ASP), METOTpeKcaT (MTX),
uukinopocpamun (CPM), murapabun (ARA-C), 6-
MepkanTonyput (6-MP).

Konconuaupyromas 6-MP, HD MTX (BbICOKO/1030BBII METOTPEKCAT)
Tepanusi

Peungykimonnas Hexkcamerazon (DEXA), L-ASP, nokcopyounun (DOX),
Tepanus VCR, ARA-C, CPM, 6MII

(mpotoxkodn II)

[Topnep:xuBaromias 6-MP, MTX.

Tepanusi

Ta6nuna 3 KonTposbHble 00Cie10BaHus B UHAYKIIUU

Henn R- V3l | KT / MPT KM | OAK b/X
nedeHus | rpagus | OproImHoON oOnacrei I1 + KpOBU
IPYJHOM | TIOJIOCTH | MHUIMAIBHOTO dbop- +
KJICTKHU MOPAKECHUS MyJia JIAI
8 meHb |+ + 4 +
15 neHb + + + + +
22 menp | T + + +
33 gems |t + + + - +
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4.6 XapakTepHUCTHKA AJITOPUTMOB H 0COOEHHOCTEM JIeKAPCTBEHHbIX

CpPE€ACTB IIpHu IlaHHOﬁ MOJC/IH IMMAaIUECHTA.

Puc.l Cxemsbl anemenToB nporokosna bOM 90 gns neuenus JIBJI w3z T- u B-
MPEIIIECTBEHHUKOB

npotokon | a/b

DNR 30 wmr/m? V v V V
I I I

VCR  1,5wmrim? |
I

PRED 60 wmr/m? F 2l X =

LASP 10 KU/m? [I[I[II]I]I]IIII

CPM 1000 wmr/m? |:| |:|

ARA-C 75 wmr/m* (e e 1

- 2 He aetcs P G e o
6-MP 50 mr/m [9¢ x|

MTX  a.n. | | | | |

MyHkuus KM Q @ (Q

1 8 15 22 29 36 43 50 57 64

95

npotokonn M
MOANONLMPOBAHHbLIN

6-MP 25 mrim/p.o.

HD-MTX 1 r/m2/24uac sie* |z| |Z| |z| |z|
INNenkoB. no cxeme
MTX 3.n. I I I I
I 111111 |I L1111l I 111111 I L1111l I 111111 I L1111l I 111111 I L1111l I
day 1 8 15 22 29 36 43 50 56

B opurnaansHOM mpoTOKONIE 6€3 MOAM(PUKAIIMN METOTPEKCAT HUCIIONB3YETCS B
2
1no3e 5 r/m° /244

Kpurepun noctmwxkenus pemuccun npu jgedeHun JIBJI w3 T- u B-
IIPEIIECTBEHHUKOB

Pemuccus cuumaemcs noawnoui, ecnm Ha 33- J€Hb WHIAYKIMOHHOW TEpaIdH
(mportokomn I):

1. OTCYTCTBYIOT JOKa3aTeIbCTBA HAIMYUS OCTATOYHOTO 00Opa30BaHus;

2. B KOCTHOM MO3re MPUCYTCTBYIOT MeHee 5% 01acTOB mpu BOCCTAHOBICHUU
ITOKa3aTeJed HOPMaJIbHOTO KPOBETBOPEHHUSI.
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3. OTCYTCTBYIOT JuM(OOIACThl MpHU HCCIEIOBAaHUM JIMKBOpa Ha 29 [eHb
MpoToKoJa 1.

[Ipy HanMuMK TOJHONM PEMUCCHUU PEKOMEHIYETCS MPOAODKUTH TEPAIHIo
COTJIACHO ITPOTOKOITY.

Eciu no 3aBepmiennu wunaykuuu (33-i1 geHp mnpotokona 1) uMmeercs
OCTAaTOYHOE 00pa30BaAHUE, PEMUCCUS CYUMAEMCSI HENOIHOU.

I. Ecnu Ha 33-i1 neHb onmyXoib yMeHbIIUIack 0osee yeMm Ha 70%, BBIIOJHUTH
[I-to da3zy mportokoma 1 u uyepe3 1 Hemenmto mociie €€ OKOHYAHUS TPOBECTHU
KOHTpoJibHOE oOcienoBanue ¢ KT MHUIMaIbHBIX o4yaroB mnopaxkeHus. Ilpu
OTCYTCTBHUU OCTATOYHOTO 00pPa30BaHUS MPOJOKUTH JIEUEHUE COTIaCHO MPOTOKOIY.

Ecau nmocne 3aBepmienust mnpotokona | mo manasim KT/MPT onpenensercs
OCTaTOYHOE O0Opa3oBaHHME, HEOOXOJAMMO YTOYHUTh €ro XapaKTepUCTUKH Ha
ocHOBaHMHM JaHHbIX [IDT w/mnm npoBeaeHUss HOBTOPHOU OnoNCUU.

[Ipy HaMUUMU TUCTOJOTHYECKUX JOKA3aTEIhCTB aKTUBHON OMYyXOJW MallMEHTa
HAJUI)KUT TEPEBECTU B TPYIIIy BBICOKOrO pucka. [Ipu OTCYTCTBHHM «KHUBOTO»
pe3UyaIbHOr0 00pa30BaHus CleyeT NPOAOJIKUThH TEPANHUIO COTIACHO MTPOTOKOMY.

OneHka COCTOSIHUSI ~OCTaTOYHOrO O0pa30BaHUsSl JOJKHO MPOBOJUTHCS
KBaJTU(UIIMPOBAHHBIMU MATOJIOTAMHU

II. Ecin na 33-i1 nenp nporokoina [ onyxons yMeHbImiIacs Menee uem Ha 70%
OT HUCXOJHBIX pPAa3MEpPOB WM YBEJIWYWIACh, OMOINCHS HE MPOBOJUTCS, IMALMEHT
NEPEBOJAUTCS HA MMPOTOKOJ JJI OOJIBHBIX IPYMIBI BHICOKOTO PHUCKA.

III. Ecnu y 60nbHOTO0 OBLIO uHUyuanbro nopasxcenue KM u /unu [JHC w Ha 33-
1 IEHB MTOJTHOM PEMHUCCHUHN HE MOJYy4YEHO, OH IIEPEBOJUTCS B TPYIITYy BBICOKOTI'O PHUCKA.

IV. Eciu y OonpHOrO OBUIO uHUYUATBHOE NOpadCeHue AuYeK W TOCIe
IIPOTOKOJIAa M oTMedaeTCs MoaHas HopMaau3anus UX pa3MEPOB U KOHCUCTEHIIUH — I10
nanHbM Y 3U, mpoBecTu 00IyueHHE SIMYEK.

TepaneBtuueckuii mian st 60ybHBIX JIBJI rpymimbl BEICOKOTO puHcKa

[TaniieHTHI TPYMIIBI BBICOKOTO pHUCKa MO 3aBepuieHud | ¢assl | mporokona
nomyyatror  [IXT, cocrosmyro W3 HECKOJBbKUX IOCIEAOBATEIBHO CMEHSIEMBIX
KOPOTKHX KypcoB (Beicokuid puck BP-1, -2, -3) (puc.2). B nmporoxone bOM 95
3arutaHupoBaHo mpoBenenue 6 takux kypcoB (HR-I, HR-2 u HR-3 moBtopHO) C
MOCJHEAYIONIUM BBITIOJIHEHUEM KoHconupanuu  (mpotokon II)  (puc.l, Ta6mn.2),
KpaHuaibHOTO 00syyeHus B 1o3e 18 I'p u moanepxuBatoieid Tepanuu (10 24 mec ¢
MOMEHTA HavaJia JICUCHU).

Ilepen HayanoM KaXxIOTO TEPANEBTUYECKOTO BJIEMEHTAa MPOU3BOJIHTH
repepacyeT MIOMaau MOBEPXHOCTH TENA .
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Puc.2 Cxema TepaneBTHUECKHUX 3JIEMEHTOB NPOTOKOJIA AJIsl TPYIIIBI BEICOKOTO PUCKA

baoxk BP1
DEXA 20mr/m’BB
6-MP 100mr/M° po
VCR 1,5 mMr/m’BB Iil i
MTX 5(1)000 r/m°BB
ARA-C 2g/m’BB x 2 i1
L-ASP10000 U/m’BB I
TIT (MTX, ARA-c, |
PRED)s/n

Hantepanun 1 2 3 4 5 6

baoxk BP2
DEXA 20mr/m*
6-MP 100mr/m°
VCR 1,5 mr/m? Iil
MTX 5(1)000 mr/m’
DNR 50mr/m° BB I:l
CPH 100mr/M” BB l l l l l
L-ASP 10000 U/m’
TIT (MTX, ARA-c, | I
PRED)3/n

Havnteparmn 1 2 3 4 5 6

baoxk BP3

DEXA 20Mr/M*BB
ARA-C2rimx 488 |1 T
VP-16 150mr/M° B/B

L-ASP 10000 U/v’ i
TIT (MTX, ARA-c, |
PRED) 5.1.

Hantepanrun 1 2 3 4 5 6

-  MUHUMAQIbHBIM TPOMEXYTOK MEXIy HAYaJOM JIBYX IMOCIEI0BATEIbHBIX
TEPANEBTUYECKUX JIEMEHTOB COCTABIISIET 21 EHb.

- IeMaToJIOTMYECKHE IMOKa3aTeld IMepe]l HayaloM KaXXJoro 3jeMeHTa (3a
HCKJIFOYEHHEM TepBOro): rpanyiouutsl 6onee 200 / Mxi; TpomOorutel 6osee 50000/
MKJT
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- TEpameBTUYECKUN 3JIEMEHT HE JIOJDKEH MPEphIBATHCA, PEAYKLIMS 03 HE
MpeayCMOTPEeHa; MPU HEOOXOAMMOCTH BBEACHUE KOHKPETHOTO IIpernapara MOXKET
OBITH OTCPOYCHO.

OTtcyTcTBHE peMHcCcuu Tociie MepBbixX 3-x KypcoB Tepanuu JIBJI nis 60abHBIX
IPYNNbl BBICOKOTO PHUCKA, HAIMYUE MPOAOJDKEHHOTO POCTa OMYXOJIM WM PELUAUBA
SABJISIIOTCSL TOKA3aHUSIMHM JIJIi TIPOBEACHUS OOJIbHOMY Tepanmuu 2-il JIMHHUM, T[pU
noctmwxkenun pemuccuu - TT'CK.

Tab6n.4 lunamuka Habmoaenus: 6onbHbIX JIBJI mocne 3aBepiiienus
VHTEHCUBHOU TEpAIIUU
Ha NOJJEPKUBAIOIIECH Teparuu

1 pa3 B mecH1 - 2 mecsna

B TCUCHHC MMOCIICAYIOIICTO Iroga
B TCUYCHHC IIOCICAYIOIINX 2-x
JCT

B IIOCJICAYHOIIMEC I'OAbI

1 pa3 B 3 Mmecsina
1 pa3 B 6 mecsieB

1 pa3 B rog

JlabopamopHhvie uccnedosanus npu KOHMPOJIbLHOM GUIUME

1. KIIMHUYECKUM aHaIU3 KPOBU C MOJICUETOM JICUKOIIUTApHOU hopMybl - 1
pa3 B HEAEIO 10 OKOHYAHHMS MOCPKUBAIOIIEH TepaNuu, 1Mociie €€ OTMEHBI — | pa3 B
MECSIL.

2. buoxumuueckui aHamu3 KpPOBU [0 OKOHYAHUS IOJIEPKUBAIOLIEH
Tepanuu —

I pa3 B 3 mecsua. [locie okoHYaHusT NOAAEPKUBAIOIIECH Tepanuu — 1 pa3 B 6
MECSLIEB.

3. [IyHKIIMM KOCTHOMO3rOBBIE W JIIOMOAlbHBIE - TPU MOJO3PEHUS Ha
pa3BUTHE PEIUINBA 3a00ICBAHUS.

HUncmpymenmanvhvie ucciedo8anusl.

VY3 opraHoB OprOIIHOW TMOJOCTH, Majoro Ta3a W 3a0pIOIIMHHOTO
MPOCTPAHCTBA 10 OKOHYAHHUS MOINECPKUBAIOIIEH Tepanuu npoBoasTcsa 1 pa3 B 3
Mecsna. [Tocine okoHyaHus MoAAEPKUBAIOLIEH Tepanuu — 1 pa3 B 6 MeCsIIEB.

KT mHHALMAaNbHBIX JOKAIM3ALUN OMYXOJIN: TPU HAITMYUHU TOKA3aHUU.

Peyuouswr

JIBJI pas3BuBarOTCsS, Kak NOPaBWIO, B MEPBbIE 2 Trofa IOCIE AOCTHUKECHUS
PEMUCCHH, YaIlIe JIOKAJIbHBIE.

Tepanus peruanBa onpenenseTcs: XapakTepUCTUKaMK PeluauBa (JIOKaIu3aius
Y CPOKHU PA3BUTHUS) U TAKTUKOM JieueHuUsl 1-ro ocTporo nepuoja.

HNcnonb3yroT  mpoTOKOABl JjedeHus peunaunBoB OJLJI, BBICOKOJIO3HYIO
Teparnuio, MpenapaThl, He TMPUMEHSBIIMECS B MEPBOM OCTPOM Mepuoae — (Kypchl
ICE, npenapatsl reMIiuTaOuH , BAHOPEIOUH, (Oopoae3uH, HeaapaOuH, JIp. );

-IIpU JOCTUKEHUU BTOpOor pemuccuu pekomenayercs amio TTCK.
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OddextuBHocTh Tepanuu peuuauBoB T-kinetounbix JIBJI ocrtaercs kpaitHe
HU3Kou, B-JIBJI- HECKONBKO syuliie.

HXJI u3 nuddepenurporannwix (3pensix) B—knetok. Cocrapistor 6osee 60%
ciydaeB auMdom B Bo3pacTHOM rpymme oT 3 nol8 ner, cpeau Hux a0 44-55%
cilydaeB mpuxonutcs Ha nqumdomy  /neiiko3 bepkutrra (JIB/B-OJI), ocobeHHo y
JeTe MIaquIero MmMKOJIbHOro Bo3pacta; 10-12% ciryyaeB, B OCHOBHOM, Y TOAPOCTKOB,
cocTaBisaoT Auddy3ubie B-kpynHokierounslie aumbomsl (JIBKIT)

Jlumdoma bépkutra (JIB) - BBICOKO arpeccuBHas OMyX0Jib C TPEUMYIIIECTBEHHOM
JoKanu3anuend B OpIOIMIHOW MOJOCTH, JUMQPOUAHBIX 00pa30BaHUSX BalibjeiiepoBa
KOJIbIIA.

OnyxoJsieBbie  00pa3oBaHUS  UMEIOT 3penoknerounsii  CH20+ B-
UMMYHO(EHOTHII, 00s3aTeIbHBIE 3JIEMEHTHl - HaJIU4Me MOBEpXHOCTHOro IgM (wm
JIETKUX LIeTel K uiu A), BBICOKUHU nponudepaTuBHbIN nokaszatens (Ki 67 cocraBisieT
noutu 100%), peapamwxupoBka C—myc NOpOTOOHKOTeHA Ha &8 XpOMOCOME  C
oOpazoBaHueM crnenupuuecKux XpPOMOCOMHBIX TpaHciokanuid t(8;14), (8;22) wumu
(2;8).

JIb omHa w3 caMmbIX OBICTPO paACTyIIUMX 3JT0KAYE€CTBEHHBIX OITYyXOJIEH,
yyBcTBUTENbHAA K [IXT.

[TopaxkeHne KOCTHOTO MO3ra OBIBAE€T YACTO, OJIUH U3 KPUTEPUEB OMPEACIICHUS
ctaguu IV B-HXJI; npu BeisiBieHnu B Mmuenorpamme 0osee 25% OmyXoJeBbIX KIETOK
¢ mopdonorueit L3 (mo FAB) u uaeHTUYHBIM UMMYHO(GEHOTUIIOM JTUATHOCTUPYETCS
octpbii  B-knerounsiit  neiiko3z (BIV-OJI). V  6Gonbabix B-OJI  BbIpaxeHbl
[UTONEHUYECKUNA W TUNEPIIACTUYECKUN CUHIPOMBI, YACTO UMEIOTCSI B-CUMIITOMBEI.

Huddyszusie B - kpynHokierounsie numdpomsl (JIBKJI) BkirogaroT HECKOIBKO
OTJIMYHBIX TI0 MOJIEKYJIIPHO-T€HETUYECKUM XapaKTepUCTUKAM BapHaHTOB:

— u3 B-kieTok, moJoOHBIX KJIETKaM FepMUHAIBHBIX IEHTPOB (germinal center
B-cell-like, GCB)

- W3 aKTUBUPOBAHHBIX MOCTrepMuHaIbHbIX B-kiieTok (ABC)

- mepBUYHAs MenuacThuHanbHasg B-knerounas numdpoma (IIMBKII).

OnyxoJieBble KJIETKH UMEIOT UMMYHO(QEHOTHUIT 3pebiX B-KIETOK: MO3UTHUBHBI
CD19, CD 20, CD 22, CD79a, M.0. akcnpeccus MUTOIIa3MaTUUYECKUX W MHOT/A -
MOBEPXHOCTHBIX MMMYyHOTrno0ynuHoB. bonsmmuacTBo [IBKKJI gerckoro Bo3pacta
otHocsTcs K Bapuanty GCB, kak npasuino, CD10+, BCL6+, TIMBKIJI ¢ nauGonbiieit
4acTOTOM BCTpPEYaeTcs y AEBOYEK IMOJPOCTKOBOIO BO3PACTA.

Knunuaeckue nposiBieHus

TunuuHa mnpe3eHTalus C TMOpPaXEHUs OpPraHoB W JUMQOY3JIOB OpIOIIHOM
MOJIOCTH, 3a4acTyl0 KaK XHpPypruueckas MNaTojorvs (KUIleyHas HENpOXOJIUMOCTbD,
OCTPBIY aNmeHanIuT).

Hpyrue cuMnToMbl OOYCJIOBJIEHBI CHABICHHEM JKEITYEBBIBOJAIIUX IMYyTEH,
MoueTouyHHKoB, opraHoB JKKT. Hepenko pa3BuBaeTcs acuumr, B acCIUTHYECKOU

24



KUJKOCTHU (JIAaMapoOlEHTE3) HaXOAAT OMYyXOJEBble KIETKH, HCCIEAOBAHUE KOTOPBIX
MO3BOJISIET  BepuuuUpoBaTh AuarHo3. YacTto oOmyxoyib  pacrojaraercs B
UJICOIEKAIbHOM 00JIaCTH - HUMEIOTCA CHUMITOMBI aMMEeHAUIIUTAa C MOpPaXEHUEM
pPETHOHANBHBIX ME3CHTEpHANbHBIX JHUM(Oy310B. Cnenuduueckas WHOUIBTPALIUS
MoYeK OBICTPO NPUBOAUT K TIOYEUHOW HemocTaTouHocTH. Jlokanmuzamus B
nuM@aTudecknux o0pa30BaHUSX BalibJielepoBa KOJbIA MPUBOJIUT K MOCIEAYIOIIEMY
PacIpOCTPAHEHUIO OIYXOJIM B HOCOIJIOTKY U ITOJIOCTh Yepera.

Bosneuenne cpenoctenus HetunuuHo s JIb, OwiBaer mpu JIBKKIJI u
ABJsIeTCS MaTorHOMOHMYHBIM cumntoMoMm [IMBKII ¢ passutuem cunapoma BIIB,
IJIEBpUTA; JIETKUE B TIPOIlECC BOBIEUYEHbl peako (kpome ciyudaeB [IMBKII).
[Topaxenue IIHC u xoctHOro mo3ra npu JIb npoucxoaut uacto (IV craaus). pyrue
BO3MOXXHBIE JIOKAIU3AllMM — MEHUHIT€aIbHbIE OOOJIOUYKU, SUYHUKH, MOJIOYHBIE
KeJe3bl, KOXka, MaTKa, >KEIUHBIA My3bIph, KOCTH, MO3T (4aiie y OonbHbIX ¢ BIY-
undekuueir), neuens. [Ipu JIBKJI Hepenku HomanbHbIE TOKATU3AIUU OMYyXOJIH.

JAunarsocruka 3penokijaerouynbix B — HXJI

[Ipennonoxkenue o Hanmuuuu y 60abpHOrO 3penokierounor B-HXJI o3nauaer, yto

JAATHOCTUYECKUN TMPOILECC, BKIKOYAs HWHBAa3UMBHBIE W BU3yaJIU3alOHHBIC
METOJIUKH,

KOHCYJIbTAllMU CIEIUAJIMCTOB JOJLKHBI TPOBOJUTHCS B CPOUHOM PEKUME J10
Hayajla  NOPOTHBOOIYXOJIEBOM  TEparuu. [Tomyuyenue U HCCIEIOBAHUE
JUAarHOCTUYECKOr0 MAaTEPHUaja CYATATh HEOTIOKHOU MPOLEAYPOH.

Nwmeet nensbro

- IOJTy4eHUE U MOJHOLIEHHOE UCClIeI0BaHUE CyOCTpaTa OImyX0JiHn;

- Bepudukanuo Bapuanta u craauu HXJI;

- UCCIEOBaHUE TOKa3aTejed, HEOOXOMMMBIX IJii ONPENENEeHUs] TaKTUKHU
Tepanuu  (HEOOXOJUMOCTh  XUPYPrHYECKOrO  BMENIATEIhCTBA, KYNMHUPOBAHUE
HEOTJIOKHBIX COCTOSIHUH, OTIpe/ieJIeHHE aJeKBaTHON COMTPOBOAUTEIBHON TaKTHUKH ).

Cwm. pazgen «/uarnoctukay

Tepanus 3pesiokiaerounbix B-HXJI/B-OJ1

OO61m1re TpUHIUIIBI

[IpennoxeHHple  BeAyIIMMH  MEXIAYHAPOAHBIMU  HMCCIEAOBATEIbCKUMU
rpyImamMu JIeTalbHO pa3zpabotanHbie mpoTokoiibl Jeuenuss HXJI u3 3penbix B-kneTox
u B-OJI apdextuBnnt y 75-80% OG0NbHBIX.

[IpyHUMIIBL ~ CcTpaTeruu: aallTUPOBAHHOCTb ~ UHTEHCUBHOCTU U
MPOJOJDKUTEIBHOCTA TEPANlMM BAPUAHTY ONYXOJHM MU €€ pacupOCTPAHEHHOCTH,
BAYKHOCTh BPEMEHHOI'0 TeMma nposeneHus Kypcos [IXT B cocTaBe HIUTOCTaTHYECKUX
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npenapaToB (AJIKWINPYIOMUMA areHT (0kca3o(oprHbl), BEICOKOJ03HBIH METOTpEKCaT U
LMATO3apa B KOMIUIEKCE C BHUHKPUCTUHOM, JOKCOPYOUIIMHOM, BENE3UIOM U
nexkcamerazonom) [8,9,10]. ConpoBoauTenbHas Tepamnusi, BKIoUas TpOPUIaKTUKY U
JIeyeHue WHQEKIHii, MyKO3UTa, aJeKBATHYIO TEpPANHUI0 WHUIMAIBHBIX YPreHTHBIX
CUHJIPOMOB, 00YCIJIOBJICHHBIX JIOKAJIU3AIMEeH U MAcCOl OMyXOJdu U METa00INYECKUMU
HapylIeHUsSIMU B CBsS3U C €€ pacnagoMm (cuHIpoM Ju3uca omyxoau)[12].
[lognepxxkuBaromiasi Tepanusi HE MPUMEHSIETCS T.K. HE YIy4llaeT TMPOrHo3,
obs3atenpHa  mpodunaktuka — mopaxkenus IMHC |,  koropas  BKIIOYaer
SHJ0JIOMOATbHBIE BBEJICHHMS METOTpEKcaTa, LHMTOo3apa U JIeKCaMeTa3oHa B
BO3PACTHBIX JO3UPOBKaX, 0€3 KpaHUAIBLHOTO O0IyUeHHUS.

OOmasi MpOJOJKUTENBHOCTh JICUEHUSI COCTaBIISIET OT 2 10 5 MecsleB B
3aBUCUMOCTH OT CTaJIUU U TPYNIIbI PUCKA.

Cuctema rpynmn pucka aist B-kierounbsix numdpom (BFM-90) (P(R)( 1,2,3)

R)P1 - cragus I-II R; mepBuuHas omyXxojib MaKpOCKOMUYECKHU MOJHOCTHIO
yaajneHa.

R)P2 - cragus II NR-III; mepBuunasi omyxonb HE yAalieHa WIH YyJajeHa
HEMOJIHOCTBIO:

1) ToBKO AKCTPaabIOMUHAIBHOE MTOPAKEHUE;

2) nHTpaabaoMUHANIbHAS JIOKaIu3aus ecnu 1nokaszatensb JIJIT no sagana [IXT
MOCJIC HMHUIUAIBHOM ONEpaliy HE MPEBBIIAET YABOCHHBIX HOPMAJIbHBIX 3HAYCHH.

R)P3 - cragus 11 NR, III, IV; nepBuuyHas onyxoip HE yJajeHa WIH yianeHa
HETOJHOCTBIO0, © UMEET MECTO XOTsI Obl OJIMH U3 HIXKETIEPEUHUCIICHHBIX TPU3HAKOB:

1) mpu abnoMuHanbHOM nopaxxenuu yBenuuenue JIJII' 6onee, yem B 2 pa3a oT
BO3pacTHOM HOpMmbI mnepen HadaioMm [IXT mocne omepaTHBHOrO BMEMIATEIHCTBA
(Ouoncus WM yJaneHue OnyXoin);

2) nopaxenue [{HC,;

3) nopaxeHue KOCTHOTO MO3Ta;

4) MynbTU(POKAIBHOE MOPaKEHNE KOCTE;

5) B-OJI (> 25% 6macToB B KOCTHOM MO3T€).

Taxtuka Tepanun B-HXJI

[Tociie MOCTaHOBKM AMArHo3a W KyIMHUPOBAHUS WHHUIMAIBHBIX COMYTCTBYIOIIUX
MH(EKIMOHHBIX 3a00JIeBaHUN WIH OOYCIOBJIEHHBIX OIYXOJIbI0 METAa00IUYECKUX
HApYLICHWH,  TOYEYHOW  HEIOCTATOYHOCTH,  IMOCIEACTBUM  XUPYPTHUYECKHUX
BMEIIATENILCTB - MaKCUMallbHO ObIcTpo (B TeueHwe 3-5 pAHeH) HayaTh
MPOTUBOOMYXO0JEBYIO Tepanuto (puc.3, Tabnuna 5).
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[Ipu BBIOOpE u BBINOJIHEHUH TE€PaNEBTUYECKOTO IIPOTOKOJIA

PYKOBOJICTBOBAThCS aBTOPU30BAHHBIM TEKCTOM C TMOJAPOOHBIM OMUCAHUEM JeTaei
BCEr0 KOMIUIEKCA TEPANHH.
Puc.3 IIpotoxon B-HXJI/ B-OJI B®M 90

rR1 [V ]A B
1-a rpynna pHcEa
.ol B W M
2-2 (PyTINA PHCKS rAA '
- ,
Tt roymn s [V]AA BBl 4 [AA BB AA =
nopamenne [HC & 4
Octarounas
oo > JOC . AAl (BB Fo
OcraTouHas ONMyXoib |
I mnmunrm:!: 7 TKM
| 1 | | | I ] | | | |
Heew 0 1 2 3 4 5 6 7 8 9 10 11 12
*V - nutopenpoyxTusHas dasa

Ta6n.5 Kypcel nonuxumuorepanuu B-kierounsix HXJI/OJI; mpotokon B-HXJI
BOM 90 (moaudwuimpoBaHHBIN) Mpemapat g03a 1au (1-5)

HUATOPEAYKIIUS
JlekcaMeTo30H po 5-10 mr/m’ 1-5
Hukmodochan B/B 14 200 mr/m’ 1,2
Kypc A
JexcameTtazon po 10 mr/™’ 1-5
Udochamun 1u B/B 800 mr/m’ 1-5
Bunkpuctus (BKp) B/B 1,5 mr/m’ 1
Mertotpekcar 24 4. B/B 51/ (1 o) |

JletfikoBopun** B/B 15 mr/mM® uepes 42,48,54 4ac ot Hauana HHbY3HH
MeTOoTpeKcaTa
[{uTo3ap 1 uB/B 150 mr/m> 2 p/n 4,5
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Bemnesun 1 uB/B
Mtx/AraC/Pred* »/n

Kypc B [lekcamera3on po
Bunkpuctun  B/B
Huxnodocdan 1 4. B/B
Mertotpekcar 244 B/B
JlefikoBopun™** B/B

JlokcopyOUIIMH B/B
Mtx/AraC/Pred* a/n

Kypc AA
JlexcaMeTo30H po
Bunkpuctun  B/B
Udochamun  B/B 1u
Mertotpekcar B/B 24 4
JlelikoBopuH** B/B

[uTo3ap .B/B 14
Benesug B/B 14
Mtx/AraC/Pred*»/n
Kypc BB

Jexcamerazon po
Bunkpuctun  B/B
Huxnodpochan B/B 14
Mertotpekcar B/B 249
JlelikoBopua™®* 15 MI/MB/B

JlokcopyOuIH B/B
Mtx/AraC/Pred*s/n

kypc CC (m)
Jlexcamerazon po
Bunkpuctun  B/B
Benesun B/B 14
[{uTo3ap B/B 34

Mtx/AraC/Pred* »/n

100 mr/m> 4,5

12/30/10 mr 1,5 (?)
10 mo/M> 1-5
1,5 mr/m? 1
200 mr/m* 1-5

5 /™ (1 t/v’) 1
15 mr/m? yepes 42,48,54 yac ot Hayasa
nH(yY3Ud MeTOoTpeKcara

25 Mr/m’ 4,5

12/30/10 mr 1,5
10 mr/m 1-5
1,5 mr/m® 1
800 Mr/m* 1-5
5 /M’ 1

15 mMr/m? yepes 42,48,54 yac oT Havana
uH(]y3un MeToTpekcaTa

150 mr/m” 2 p/n 4,5
100 mr/m* 4,5
12/30/10mr 1,5

10 mr/m> 1-5
1,5 mMr/m? 1
200 mr/m” 1-5
5 /M2 1

yepes 42,48,54 dac ot Havana
uH(]y3un MeToTpeKcara

25 Mr/m? 4,5
12/30/10 mr 1,5
20 mr/m* 1-5
1,5mr/m° 1
50 mr/m 3-5
2000 mr/m* 2 p/n 1,2
12/30/10 mr 5

*  MeTOTpeKcaT/IuTo3ap/MpeTHU30JI0H
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**  no3a nedKOBOpHMHA OMpENeNseTcss MO KOHIIEHTpAIlMu METOTpeKcaTa B
CBIBOPOTKE
Kypcst A u B orangarorest mo3oit metoTpekcara ( 500 mr/m” 3a 24 gac)
u jieiikoBopuHa 12Mr/M” Ha 42 u 48 yac oT Havana uH(Y3UH Mtx

[TanmenTs! rpynmnel pucka R(P)1: kypc uuropenykuuu u 61oku A+B;
[TanmenTs! rpynnsl pucka R(P)2: kypc mnuropenykiuu u 6i1oxku AA + BB +
AA + BB;

[TarmenTs rpynnsl pucka R(P)3: kypc uuropenykuuu u 6ioku AA + BB +
AA +BB + AA + BB

WNHuTtepBanbl Mexay HayajaoM KypcoB (OJIOKOB) HE JOJKHBI ObITh OoJibiie 18-
21 qus1. /17151 BBIIOJTHEHUSI MHTEPBAIOB MOKHO MCOIb30BaTh [-KC®

Ilpu  unuyuanvnom  nopascenuu I[[HC ( 0COOGHHO MNpH  HAJTUYNU
MHQUIBTPATUBHBIX 0YaroB) OOJILHBIM Mociie 0J0Ka AA NpU HAIMYUKM TEXHUYECKUX
BO3MOKHOCTEM BO3MOXHO HMIUIAHTUPOBATh pe3epByap OmMaila M OpOJOTIKHUTH
tepanuto  Onokamu  BBz-AAz-BBz-AAz-BBz ¢ UHTpaBeHTPUKYISPHBIMU
BBeZieHUAMU X T; KpaHHaibHOE OOTy4eHUE HE MPOBOJUTCS;

-IpY  HEBO3MOXKHOCTM HMIUIaHTaMu pe3epByapa OwmMaila TpPOBOAUTH
SHJ0JIIOMOAIbHYIO0 Tepamnuio (Mo 2-3 BBEACHUS B T€UEHHUE OAHOrO OJIOKA B MOJHOM
BO3PaCTHOM J103€ TpeX IMpernaparoB, kKpoMe BBeaeHUM Ha O1oke CC).

Koumponwv sa¢pgpexmusnocmu mepanuu B-HXJI / B-OJ1

1) y mamuentoB rpynnel pucka R(P)2 u R(P)3 konTponbHOe o0cienoBaHue
MPOBOAMUTCS B B CJIEIYIOIIHNE CPOKH (Tab.5):

Pemuccuio mosxcno cuumamo noanou, €Cy 4yepe3 2 HEAECIU OT Hayajaa MepBOro
6ioka BB (BBz):

- OTCYTCTBYET OCTATOYHAsl OMyXOJb,

- HeT L3 Oy1acTOB B KOCTHOM MO3Te,

- Het L3 6macToB B TMKBODE.

3) llpu unuyuanvrom nopasicenuu auuex KOHTposabHOe Y3U mpoBoasaT yepes 2
HeJlenu oT Havasia 01oka BB, npu HeyBepeHHOCTH B pEMUCCHUU NMPOBECTH OUOIICHIO.

Kontpons JIJI' u Y3U npoBonar nepen HaudanoMm kaxaoro Omoka I1XT;

KOHTPOJIb MUEJIOTPAMMBbI —TAIIUEHTaM C MEPBUYHBIM BOBJICUCHHEM KOCTHOTO MO3Ta U
B-OJI — nmo monHOM caHauy KJIETOYHOTO cocTraBa. KOHTPOJIb WHUIHAIBHBIX
OMyXOJIEBbIX HMHPUIBTPATOB — TMocle Kypca 2  (ompenesieHHe HEOOXOAUMOCTH
npoBeneHust Onoka CC) m mocne kypca 4 , ecliy paHee HEe MPOU30ILIO MOJTHON
PEIYKIHUH OITYXOJIH.

Taxmuxa npu Henoanom omeeme Ha mepanuio npu B-HXJI / B-OJI
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1) Ilpu noxanvrou onyxoau

Ecau nocne Broporo 6noka I[IXT B pe3ynbTaTte KOHTPOIBLHOTO 00CIIEIOBAHUS
oOHapy’KMBaeTCsl OCTATOYHOE oOpa3oBaHue, nanueHTy npoBoautcs Oyok CC,
NpOAOIKUTh  Tepanuto. [loBTOpHBIA KOTpoJib mocie BToporo Omoka AA. Ilpu
COXPaHSIIOIIEMCSI OCTaTOYHOM OOpa30BaHUU MAIMEHTY PEKOMEHJIOBAHO MPOBECTH
KoHTpoibHOE oOcaenoBanue (II9T unu Ouorncuio), B COMHUTENBHBIX CIydasx — 00e
nporneAypbl. Eciii HET MaHHBIX 3a aKTUBHBINA OMYXOJIEBBIM MPOIECC, MNPOIOJIKAIOT
Kypcel AA-BB-CC.

Ecou ompenensiercs  «oKuBash» OCTaTOYHAsl OMyXOJb, HAuyaTh TEpanui 2-i
nunun kypcamu ICE, DHAP, adepe3 'CK u pemars Bonpoc o nposeaenuu TI'CK.

2) Hnuyuanvroe nopasxicenue ckeiema

Hanuuue KOCTHBIX OYaroB JOJKHO OBITh JOKyMeHTHpoBaHO. Eciau mocie
Broporo Oioka IIXT meromom MPT ompexpensitorcss odard IeCTPYKIHMH, CHENATh
Oouorncuio (TPEernaHoOUOIICHIO); €CJIM BBISBISAETCS OCTaTOYHAsl OIYXOJib, MPOBECTH
ook CC . Ecnu B nanpHeliiieM oOHapyKeHa aKTUBHAS OIyXOJib, PEIIUTh BOMPOC 00
n3MeHeHun tepanuu, nposegennn TI'CK. Ecin akTMBHOW OmMyXOJid HET, JIE€YEHHUE
nponoskuTh Kypcamu AA-BB-CC.

JlokanvHoe obayuenue ne nokazamo.

[IepBbIM TIpemapaTomM TapreTHOrO JIEWCTBHUS B CIy4asX 3pPEIOKIETOYHBIX B-
HXJI, sBnsercs putrykcumab (madtepa, Xoddmanu-Jla Pom, IBelnapus) —
XUMEPHBIN yeraoBedeckuil UMMyHOTo0yuH G1, sBnsgerca antu - CD-20 aHTHTENO.
IToxazana Beicokast 3(heKTUBHOCTH MpenapaTa B CTaHIapTHOM a03e 375 MI/M° B BHJIE
B/B uHpy3uun B koMmiuiekce ¢ [IXT mnpu renepanuzoBanHHbix craausx CJ20-
no3utuBHbIX B-HXJI u B-OJI. [IpoTOKOI MMMYyHO-XUMHOTEpANuu s JIeueHus: B-
HXJI y nereit mu nogpoctkoB — B-HXJI 2004m , npeacrasieH Ha pucyHke 4.
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Protocol B NHL 2004M

@—cn—»|AAr‘ |BBr| | AA || BB |
RTX | | | |

o onr] [ (s8] [o5]
ICR _.f(,)a@

Week |

Puc.4 Ilporoxon xumuo-nmmyHorepanuu B-HXJI 2004M

MabGtepa 375mr/m2 BBOmUTCS B/B uUH(y3ue (B TeueHue 6-8 wyac) mocie
uuropeaykuuu 3a 12 gacos a0 nepsbix 4-x kypcoB [IXT no momuduimpoBanHoMy
npotokoiry B-HXJI BO®M 90, B nepBrIX 2-X Kypcax J103a METOTPEKcaTa CHIKEHa 10 |
r/m* 3a 24 uac.

[Ipn wucnonp3zoBanuu mnporokona B-HXJI 2004M nis jmedeHust aeTed u
noapocTtkoB ¢ III-IV cragusmu B-HXJI / B-OJI moka3zaTtens oO1ieil BBHKUBAEMOCTH
coctaBui 88,5% 3a 7 net nabmonenus [11,13 ].

HE COJIeprKalia KJIETOK OITyXOJIH.

B caydasx oOHapyXeHUS OCTaTOYHOrO OOpa3oBaHUsA IIOCJE 3aBEpIICHUS
JIEYEHUs CTATyC PEMUCCHUM HEOoOXOAUMO NOATBEpAUTh Ha ocHoBanuu [IOT w/unum
pe3yIbTaTOB OUOIICHH .

[To pe3ynbTaTam pemuTh Bonpoc 0 oaHuTenbHou Tepanuu u TT'CK.

Jlunamudeckoe HaOMIOJICHUE U CHITHUE C JICUCHUS

Perynsippoe HaOmtofeHUEe TMOJie 3aBEPIICHUS JICUCHUS 1O T[OBOJIY
3penokneTounbix B-HXJI gereir 1 moapOoCTKOB NPOBOAUTH B TEYEHHE HE MEHEE 3-X
JIET, B MOCHEAYIONIEM - TIPU MOSIBICHUH Kall00 WJIM CUMIITOMOB.
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nepBbie 3 Mecdna - 1 pa3 B mecsnl
MoCHEeayoIue 9 mecsues - 1 pa3 B 3 mecsua
MOCJIEAYIOLINE TObI - 1 pa3 B monroaa-roa

OOcnenoBaHue BKJIIOYAET KIMHUYECKYIO OLIEHKY, aHaJIW3bl KPOBU
(kmuHuueckuit u Ouoxumuueckuit) ¢ onpeaenenueM JIAI', Y3U ouaroB nepBuyHOrO
MopakeHusi, Npu Hamuuuu cepbe3Hbix nokazanuit KT/MPT. Ilpu nHanuuum
KIIMHUYECKUX TOKa3aHWW WM U3MEHEHUN B aHajIu3ax - 00cie0oBaHUE, aHATOTUYHOE
VHUIAAIIBHOMY .

[Iporuo3: o0miasi BBDKMBAEMOCTh MPHU HCHOJB30BAHUM COBPEMEHHBIX
npotokoiioB Jeuenust B HXJI/-OJI cocraBnsier Gonee 75 — 80%.

[IpuuuHbl HeyJa4y: PE3UCTEHTHOCTh, PEIUAUBHI U (aTalbHbIE OCIOXKHEHUS
Ha MHULIHAIBHOM 3Tare Tepanuu, EAMHUYHbIE BTOPUYHBIE OITYXOJIH.

Peumnauser 3penoxnerounsix B-HXJI pa3BuBaroTcsa B T€UeHHE MEPBOTO rojaa
peMHuccur, YacTo ¢ mnopaxeHueM koctHoro moszra u IIHC. Ilpu Tepanuu ¢
PUTYKCUMAOOM OTMEUEHO YBEJIMYEHHE CPOKOB pa3BUTHUS PEUUAUBOB, YacTOTa
HenpopeunauBoB ymeHblmwiack. [lpu peunaus B-HXJI HecmoTps Ha ucnonb3oBanue
«Tepanuu BTOPOW JUHUW» (TIpenapaThl IJIATUHBI, TEMIUTA0OUH W JAp., MOCTAaHOBKA
pe3epByapa OmMaiia) MOBTOPHYIO KPATKOCPOUHYIO.

5.3.1.IlepBuynas MenuactTuHaidbHas B-kpynHokieTouHas nuMm@poma

[lepBuunas MeauacTUHAJIbHAs KPYMHOKJIETOYHas B-kierounas mumdpoma
(IIMBKJI) wumeer kiIuHUYECKHE, MOP(POJOTHUYECKHUE U  HUMMYHOJOTUYECKHUE
0COOEHHOCTH. 3a00JIeBaHHE OTIMYAETCS MACCHUBHBIM OITyXOJEBBIM MOpPaKEHUEM
CpeIoCTeHNs, MPUBOISIINM K CABICHUIO €T0 OPTaHOB U CTPYKTYP.

IIMKKJI gare 6071€t0T A€BOYKHU TTOIPOCTKH.

Kak mnpaBuno muarnoctupyerca 3-s cragusa HXJIL. Koctueii mo3r m [HHC
BOBJICYEHBI peAKo. Biedenn wucnonb3oBaiu mnpoTokonasl bOM  mus B-HXII,
pe3ynbTaThl ObLIM HEYJIOBJIETBOPUTEIbHBIMU, BKiIloueHne puTykcumada B TEparuio
[IMBKJI 10CTOBEpHO YJIy4YIIMIO MPOTHO3 ATHUX OOJBHBIX W CeH4ac aKTHUBHO
BKJIFOYAETCA B IPOrpaMMbl TEpaluyd BEAYIIUX MNEAUATPUYECKUX KIUHUK. B
nocnennaue roasl 1 aeuenns [IMBKII ucnons3yror DA-R-EPOCH.

[To oxkoHYaHMM JIedeHUs — KaK mpaBwio 6 kypcoB mHTeHcuBHOW WXT- mpu
I[IMBKJI wyacTto BBISBISIETCS OCTaTOYHOE OOpa3oBaHHUE, [JIsi OLICHKH KOTOPOTO
pekomenayercsi nposectu  [IOT (B monoxkennsie cpoku). B cioyuasx IIDT-
MO3UTUBHOIO pe3yJibTaTa OOCYAWTh BONPOC O MPOBEICHUM JOKAJIBLHON ITy4eBOM
TEeparumu.

[Iporokon DA-R-EPOCH

. Purykcuma6 375 Mr/m” B/B Kail., aeHb 0 BCe LHKIIBI Kypca
. Sromosux 50 wMr/mY/cyt B/B, aum 1-4 (HempepbiBHas 96-dacoBas
nH(y3us)
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. Jlokcopy6urma 10 mr/m*/cyt B/B, num 1-4 (HempepbiBHas 96-uacoBast
uH(y3us)

. Bunkpuctur 0.4 wmr/m’/cyt B/B, auu 1-4 (HempepbiBHas 96-uacoBast
uH(y3us)

. Hukmodocdhamug 750 Mr/M° B/B, ICHD 5

. [Ipenauzonon 60 MI/M” 2 pasa B IcHb BHYTpb, THU [-5

. I'-KC® 300 MKr moako>kHo 6-15 nqau

Jleuenue Bo300HOBIAETCS Ha 22 IEHD

B oaunoii  oozuposxe nposooumcsa 1 kypc. [lanee 003v1 smonosuoa,
00KCOpYOUYUHA U YUKIOGDOCHAaHa KOPPEeKmMUpyomces OmMHOCUMENTbHO NPeobloyiye2o 8
3A8UCUMOCIU OM HU3ULE20 YPOBHS NOKA3amenell Kposu, ONpedeseHHbIX 80 8peMs U
nocie npogedeHus Kypca, no ciedyroujeli cxeme:

. neiimpogunvt eviwie 0,5 x 10°/1, mpomboyumevr evrwe 25 x 10°/n —

yeenuueHue 003 Ha 25%

. Hetimpogunwvr menee 0,5 x 10°/1 npu 1-2 usmepenusx, mpomboyumol
gvie 25 x 10°/1 — coxpanenue 003 npedvidyueco Kypca

. Heiimpoghunvt menee 0,5 x 1 0’ npu 3 u 6onee usmepeHusx, mpomooyumol
nuoice 25 x 10°/1 — pedykyus 003 na 25%

. Konmponv aghghexkmusnocmu  no cmanoapmam npomokonos neueHus
3penoknemounvix B-HXJI.

Iepudepuueckue T-kiaerounbie suMdpomsbl (ITTKIT).

Cornacno knaccudukaruu BO3 2008 T-kietounbie 1uM(POMBbI 00BEAUHSIOT C
OMyXOJISIMU U3 HATYypalIbHBIX (ecTecTBeHHBIX) kKmiuiepoB (HK-kierok)

BcerpeuaemocTs.

B Bozpacre no 18 ner cambiM dacteiM Buaom HXJI 31Ol rpynmnel sBIs€TCS
aHarjiactTuueckas kpynHokieroyHas igumdpoma. Cryuan apyrux [ITKII equauunsl,
KaKk TMpaBWIO, OMUCAHBl y JeTed ¢ JaepekTaMd HMMYHHOM CHUCTEMBbl W/WIH B
acconmauuu ¢ ObB: yd-remaronueHanpHas JuMQoma, MaHHUKYIUTIOA0O0Has T-
nuM@oma MOAKOKHOM KIIeTUaTKu, O4eHb peako — apyrue Bapuantsl [ITK u HK-HXJI
(mampumep, HK/T-knerounas nHazanbHas aumdoma).

Huarnoctuka [ITKJI nokanm3yroTcs NMpenMyIIECTBEHHO JKCTPAHOIAIBHO C
pPEAKMM BOBJICYEHHEM B IMaTOJIOTMYECKUN Mpouecc JUMQPOY3JIOB, XapaKTEpHO
MHOT000pa3ue HUTOJIOTHYECKUX (OpM; ONpEECICHHE BapuaHTa 3aBUCUT B OOJbIIEH
CTEMEHU OT KJIMHUYECKHUX MPOSBICHUH, 4eM OT MOP(OJIOruU OMYyXOIH; BBIPAKEHBI
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JUXOpaJika, CUMIITOMbl MHTOKCHUKAIlMH, YacTO pa3BUBAeTCs reModarouutapHbii
CHUHJIPOM.

Bepudukanus auarsosa. Kommiekca uH(QOPMATHUBHBIX JTa00paTOPHBIX
METOJIUK (JUIsl MCKJIIOUEHMS] CUCTEMHBIX HH(EKIMI), B pe3yJbTare HACTONYUBBIX
MOMCKOB W MOJy4eHUsi cyOcTpara OIMyXOJIM C IMOMOIIbI0O KAaueCTBEHHBIX METOJI0B
BU3yaIN3allNM, BKJIIOYasi MHBA3WBBIE METO/IBI.

[Ipy UMMYHOTUCTOTUNIMPOBAHUU OIMYXOJU BBISBISAETCS UTOTOKCUYECKUM T-
nnu HK-xnetounsiit penotur.

3a wuckmoueHueM ALK-mmosutuBHO#t AKKIJI, Oompabie IITKJI wnMmeroT
HAUXyJIIAN TPOTHO3 IO CpaBHEHUIO ¢ JpyrumMu Bapuantamu HXJI y neredt u
MOAPOCTKOB  BCJEACTBUE HU3ZKOM  UYBCTBUTEIBHOCTH K  aQHTPAIUKIUH- U
nukinoochaMu - COASPKAMNUM PEKUMaM U BBICOKOW YaCTOTE PEIUIUBOB.

B nmnocnenHue roAbl MOSBUIMCH HOBBIE KIJIACCHI  MPOTHUBOOIMYXOJEBBIX
npenapatoB. [lypuHoBble aHanoru (MEeHTOCTaTHH, (iaygapaObuH W KiIaApuOUH) B
MOHOTEpanuyM WKW B COYETaHHM C UUKIopochaMuaoM, ITOKCOPYOUIIMHOM U
kamnaTtoMm (alemtuzumab, Campath) nmokazanu Hersioxue pe3yJbTaThl y MEPBUYHBIX
6onbubix [ITKJI, kak 1 MUPUMUAUHOBBIA ~ aHAJIOr TEeMIMTA0MH B  Pa3JIUYHBIX
couetanusax. ['ymanumzupoBaHHoe MOHOKIOHaIbHOe AT mnporus Al CDS2
anemMTy3yMal 3 (eKTUBEH B CiIydyasX HaJIMYMs 3TOTO aHTUT€HA HA KJIETKaX OMyXOJH,
yTOo OBIBa€T JaleKo He Bceraa. Bo3MOXHO, MEPCHEKTUBHOM MOXKET OBITh €ro
komOunanusa ¢ XT (dbaynapaOun, nutokcaH, nokcopyounun) u auoTI'CK B pannue
CPOKM B KayeCTBE Tepanuu IMEPBOM JMHUHU, MPU ITOM HEOOXOJMMO YUUTHIBATh
BBICOKMI PHUCK TOKCHYHOCTH, B YAaCTHOCTH, ¢aTaibHyl0 peakTtuBanuuio [[MB-
uHpeKImu.

AHamacTuuyeckasi KpynHokiaerouHas sumgpoma (AKKJI)

Jloka3aHO  MPOUCXOXKIECHUE  ITOM  OMNyXOJIM U3  AKTUBUPOBAHHBIX
UTOTOKCUYECKHUX 3peNbIX T-KIETOK.

VY neret u nmoapoctkoB 10 18 nmer cocraBiser 10-12% BeTpewaercs vame y
noApocTkoB. JlokanuzyeTcst B tuM@oy3inax U SKCTPaHOAAIbHO (KOa, KOCTH, JIETKUE,
neuens), [ITHC u cpenoctenne mopaxarTcs KpailHe peiko, KOCTHBIN Mo3r ~ B 10%
ciydaeB (MOpQOJIOTUYECKH); MPU MCHOJB30BAHUU  MOJIEKYJISIPHO-TEHETUUYECKUX
METOJIMK OMYyXOJEBbIE KIETKHU B K.M. BRIABIAIOT yaiie ( 10 30% ciyuaes). Hacto - B-
CUMIITOMBI, TeMO(aroiuTapHblii CHHIPOM, XapaKTepHa YIOpHas BRICOKas TUXOPaJIKa.

OO0cnenoBaHne COOTBETCTBYET YKa3aHHOMY Bblme s 0oapHbIXx HXJI nereii u
MOAPOCTKOB.

['ucTonoruyeckasi TuarHocTruka oos3aTenbHa. 110 BO3MOXKHOCTH, TOJKEH ObITh
B3AT CBEXUU oOpaszeln] TKaHU U JIOCTaBJIIeH B Ja0OpaTOpHUIO MAaTOJIOTUU  C
COOJIFOICHUEM BCEX HEOOXOAUMBIX YCIOBUM ISl TPOBEIACHUS:

- TUCTOJIOTUYECKOTO U LIUTOJIOTUYECKOTO UCCIIEIOBAHUS,
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- MMMYHO(DEHOTUTUPOBAHUS;

- [IUTOT€HETUYECKOTO UCCIIEI0OBAHNS;

MOMEIIEHUSI OIMyXO0JIeBOro o0paslla Ha XpaHEHHE I MOCIEAYIOUUX
MOJIEKYJISIPHBIX UCCIIEIOBAHUI.

XapakTepHbIM JUATHOCTUYECKH BAXXHBIM MPU3HAKOM KJIETOK 3TOW OIMyXOJu
apisiercs Hanuuue aHtureHa CD30 u B 60-85% ciyyaeB - Oelka KUHa3bI
anaractuueckoit mmmdomsl (ALK).

Nmvmynodenotunuyeckue xapakrepuctuku AKKII:

[TozutuBHbl: CD30, peakuuu Ha SNUTENHAIBHBIN MEMOpaHHBIN aHTUTEH
(EMA), Buytpuknerounsii T-anturen (TIA-1), rpanm3sum B u mnepdopun. Ilpu
CTAaHJAPTHOM HMMYHO(EHOTUIIUPOBAHUM B KJETKaX YacTO HE BbIABISIOTCS T-
KkieToudsie Mapkepbl CD3, 5,7, 8; Torma genotun omnpeaenstoT Kak 0-KICTOUHBIH.
Tunuunas Ttpancnokauus t(2;5)(p23;q35) (NPM/ALK) oOs3arenbHblii OKazaTelb
nuarHo3a AKKIJIL. Tlo3BoisieT KOHTPOJHMPOBaTH MHUHUMAIBHYIO PE3UAYAIBHYIO
6one3ns (MPB) u cocrosinue pemuccuu. B 5-10% cnydasx B Tpancinokanuu ¢ ALK
MPUHUMAIOT y4dacThe Jpyrue mnaptHepckue rensl (t (1;2), (2;3), (2;17), wuro,
BO3MOKHO, OMPEAEIISIET Pa3auyusl KIMHUYECKOT0 TEUCHHS U TPOTHO3A.

[Ipu cragupoBanuu (cormacHo S.Murphy) ye mOpu TOSBICHHH MEPBBIX
cumntomMoB  auarHoctupyroT  III-IV ~ cragum  3a0oneBaHusi,  BBIABISIOTCS
MPOTHOCTUYECKU HEOJIAronpUsITHbIE KIMHUYECKUE (DAKTOPBHI.

IIporuo3s u neyenue

ALK-no3utuBHas AKKJI npu aaexkBaTHOW Tepanuu UMEET XOPOIIUN MPOTHO3,
BbDKMBaeMOCTh nocturaet 80% [ns neuenunss AJIK-nmosutuBHoM AKKII y nerein u
MOJPOCTKOB KaK OCHOBHOM npumeHseTcs npotokon ALCL99

MHorogakTopblii aHaJIN3 Pa3IMYHBIX MPOTHOCTUYECKUX (PAKTOPOB MO3BOJIUI
BBIJICJIUTH CJIEAYIONINE 3HAYUMbIE MPOTHOCTUYECKU HEOJIArONpUsSTHbIE KIMHUYECKUE

fpaKTO[QBII

- MOpPaXCHUE CPeOCTeHUsI (OTHOCHUTEIBHBIM PUCK HEOJIAronpusTHOTO
ucxona 2,1 (1,3-3,6) p=0,004)

- BHUCIIEPAJIbHBIE TMOPAXEHUsSI - JIETKUX, TMEYeHU WIH CEJIe3EHKHU
(oTHOCUTENBHBIN pUCK HeOMaronpuaTHoro ucxoaa 2,1 (1,2-3,4) p=0,006)

- nopakeHue Koxu (OTHOCUTENBbHBIN pUCK HeOmaronpusTHoro ucxona 1,9
(1,1-3,2) p=0,02)

Takum 00pa3om, 0Ka3aioCh BO3MOXHBIM BbIJIEIUTH:

B nactosimee Bpems rpymnmnoit BOM (2012 r.) mpemnaraercst mpejiaraercs
HKecnenytomas crparudukaius 6onbHbiXx AKKIJI Ha rpynmnsl pucka:

I'pynna HU3KOrO pucka

Cranus I, omyXoJib MOJTHOCTBIO pe3elUpPOBaHA

['pynmia crangapTHOTO pUcCKa
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Cranus 1, nepBuYHas OMyXoJb yJialieHa HEMOJIHOCThIO U BCE OOJIBHBIX CTaAuu
>1
[Ipu oTcyTcTBUM BBINlIEyKa3aHHBIX (DAKTOPOB pHUCKA (MOPAXKEHHUE KOXH,
CPENOCTEHHUS, IEUCHH, CEJIC3EHKU UJIN JIETKUX

I'pynmna BBICOKOTO pUCKa

[TarmueHTHI ¢ TFOOBIM 13 (DAKTOPOB PHCKA:

- HaJu4yue KOXKHOTO TMOPa)XXEHUsl, TMOJTBEP>KICHHOr0 Ouorcueil (kpome
M30JIMPOBAHHOTO KOXKHOTO MOPAXEHUSI, HaXOASAIIErocsi BOJIM3U MOPaXXEHHOro J1/Y,), a
TaKke U30JUPOBaHHAs 00JIE3Hb KOXKHU MPHU <5 04aroB);

- HaJu4yue TMOPaXKEHUs CPEJOCTEHUs, TMOpPaXEHUs TMe4YeHu (TeYeHb
yBeJIMUEHA Ha 5cM wiM OoJiee/odary B MEUYEHM), CEIE3CHKHU (Celie3eHKa yBeJINUeHa Ha
ScMm unu Oosee/odyaru B CEJIE3€HKE) WIM MOPaKeHUs JIETKUX (OMOTCusi He SIBIsSETCA
00s13aTeNIbHOM MPY HAJTMYUU OYEBUIHBIX 04YaroB, BeIsiBIsgeMbiX Ha KT).

Koppenupyer ¢ mimoxum mnporHo3om 3a0osieBaHus: 3-X - JIETHSSA
O0eccoObITUITHAsT BRDKMBAEMOCTh cocTaBuiia 61% (53-69%) u oOuias BEHKMBAEMOCTh
76% (68-82%).

Jleuenue

- TakThka Tepanuu OMNpeAeNsieTCs COOTBETCTBEHHO BBIIIEIPUBEICHHOM
cTpaTU(UKALIUN:

- I'pynna KO - n3onupoBaHHOE MOPaXKEHUE KOKH

- OueHb HEMHOTHE MAIMEHTHI C M30JIMPOBAHHBIM MOPAXKEHUEM KOXH (C
MOJTHOCTBIO /4aCTUYHO YyJAJICHHOW OMYyXOJIbI0) HE MOJy4YaloT XUMHOTEpaNuio. ITO
TpeOyeT OUeHb MOAPOOHOro 0OCIIEIOBAHUS U aHAIU3A.

- I'pynma 1 - Huskoro pucka (1 cragusa, oOmNyxojib TMOJHOCTHIO
pe3ernupoBaHa)

- [Ipendaza- - kypcet A1-B1-A2 + 3.71. (puc. 7)

- [TponomxkuTenbHOCTh JIeueHus cocTapisieT 10 Hemenb.

- I'pynmna 2 - cranpapTHOro pucka craaus I, mepBuuHas onyxoib yJaiaeHa
HETOJHOCThI0, CcTafus >I, HET mopakeHus: KOXXH, CPEAOCTCHUS, NTIEUYEHHU, CEIIE3EHKHU
WJTU JIETKUX )

- ['pynma 3 — BBICOKOTO PHUCKa MPU HAIWYUU JIHOOOTO M3 YKa3aHHBIX
BBIIIE (PaKTOPOB PHUCKA)

- Koppenupyer ¢ mimoxum mporHo3oMm, 3-X - JeTHsAs OeccoObITHUiiHAs
BBDKMBaeMOCTh cocTtaBuiia 61% (53-69%) u oOmast BeIKHBaeMoCTh 76% (68-82%).

- ['pynmel 2 1 3 noAy4YarOT UASHTUYHOE JICUCHHUE BKIIIOYAs:

- [Ipendaza u 6 kypcoB AM1-BM1-AM2-BM2-AM3-BM3

- ¢ MetoTpekcaTom 3r/mM2 3a 3 yaca 6€3 3.71. BBEJICHHIA.

Pucynox 7. I[Iporokoun neuenuss AKKJI, Bepcust 2012
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Pucynok 5. Cxema Tepanuu
AKKIJTI Bencust BOM 2012

HWU3KMI PUCK

A —{ B A

S —
—_— S
npeadasa |
S BM1 AM2 BM2 AM3 BM3
N

CTaHAAPTHbIN 1 AM1
BbICOKUI PUCK

CBA3b C KOOPAMHATOPOM MNPOTOKO/A

Kontpons sdpdekra nocne kypca AMI1 : HeT mporpeccuu - MpOJOJLKEHHUE
JICYEHUS 110 CXEME;
€CTh TMporpeccusi — OOCYXJIEHHE TaKTUKUA JadbHEUIIEero JIEUCHUs C
KOOPAMHATOPOM MPOTOKOI

Jeranu npoBefieHUs XUMHOTEepanuu (pucyHku 8 — 12)

[Ipendaza (coOTBETCTBYET HUTOPEAYKTUBHOM (ha3e MpoTOKoAa JIsl JedeHus B-
HXJI)

HauYMHATh KaK TOJIBKO TOJATBEPXKACH AUarHo3 (puc .8).
Pucynok 6. [Ipendasza nporoxona AKKII 99 (Bepcus 2012)

JIHn 1 2 3 4 5
JlekcameTa3zoH . . o o o o o o
Huxnodpochamua . .

HNuTparexkanbHOE .

BBEJICHUE

AEKCAMETA30OH 5 MI/M’/1eHb B OJHOI CYTOYHOMN 03¢ B/B HITH MEPOPAIbHO B AHK | 1

2

10 Mr/m*/nenb (3a 2 BBeCHHS) B/B HITH IIEPOPATBHO B JHH C 3 O 5
HAKJIOPOCOAMMUI 200 mr/m” 60-tumunyTHO nEdYy3Mei B xau 1 1 2
NHTPATEKAJIBHO  [lens 1

MTX  ARA-C PRED BO3PACT

6mg l6mg 4mg <] rona
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8 mg 20mg 6mg I - <2 ner
I0mg 26mg 8mg 2 -<uer
I12mg 30mg 10mg >3uner

NHOY3UAI 3000 mu/M>/1€eHb B/B

Anonypuron 300 Mr/M” exeJHEBHO
He menee onHOro pasza B JIeHb OLIEHUBATH 0/X KPOBH (JEKTPOIUTHI
KalbIui, pochop, MOUEBHHA), B 3aBUCIMOCTH OT pa3MepOB OIMyXO
Ornpenenenue OTBETA OIyXOJIN HA 5-U A€Hb TEPANlMA OCHOBAHO HA
KJIIMHUYECKON OLICHKE; PEHTIE€HOIOTUYECKOE 17§
yJIbTPa3ByKOBOEOOCIEAOBAHKE
— I10 TOKa3aHHUsM.
Puc 7 nporokon neuenus AKKJI, Bepcus 2012
Kypc A (A1, A2,)
Kypc Al HaunHaercs Ha 6-11 1€Hb TEpAUU.
[Tocnenyromme Kypchl HAUMHATH IO BOCCTAHOBJIEHWH MOKa3aTesael nepupepruieckoi
KpoBu: Heutpopuiaer > 0,5 x10%/x, TpoMOouuTel > 50 X 107/x, npu
YAOBJIETBOPUTEIBHOM OOLIEM COCTOSIHUM MALMEHTa M OTCYTCTBUM JUXOPaJKU B
TeueHue O6omnee 3 quel (1o qanHeM rpynnsl BFM, B cpennem, 3TOT nepuoj; 3aHUMaeT
~21 neHsp).

JIHn 1 2 3 4 5
JlekcameTa3zoH ° o o o o o o o o o
MeroTpekcar +|e

JIEUKOBOPUH

HNnTparekanbHOE .

BBEJICHUE

Ndochamun . . . . .
[uTtapabun o o o o
OTONO3UI . .

JIEKCAMETABOH 10 mr/m’ (3a nBa BBeZieHH:) C |1 Mo 5 THHM EepOpaTbHO WU B/B
METOTPEKCAT 1 r/m* 3a 24 4aca B meHb 1 (10% no3s1 ot obmiei 10361 3a 30
MUHYT, 3aTeM 90% undysueii 3a 23.54aca).

JIEMKOBOPUH 15 mr/m” B/B Ha 42, 48 1 54 yac ot Hayana nady3un MTX
NHTPATEKAJIBHO JEHb 1 (uepe3 monyaca mocie Hadana UHQY3UU
METOTpeKcaTa)

MTX ARA-C PRED BO3PACT

6 mg l6mg 4mg <] ron

§mg  20mg 6mg |- <2ger
I0mg 26mg 8mg 2 -<3ner
12mg 30mg 10mg >3 ner
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UDPOCDAMUJ]

LIUTAPABUH
STOIO3U/]

NHOY3UA

800 mr/m°/B/B uHdy3ueii 3a 1 yac B guuc 1 mo 5. (B mews 1
BBOJUTH 32 6 yacoB 110 Hayana uHPy3uu MTX ) MecHa B/B
cTpyiiro B mo3e 300 mr/m’/ Ha 0, 4 u 8 wac mocie uHY3UK
ndochamuma.

150 mr/m*/ B/B uHdy3ueii 3a 1 yac kaxabie 12 yacoB B 1HU 4 U
5. CyMMapHast cyTo4Hast 103upoBka 300 mr/m>

100 Mr/m> 2-X 9acoBoii uH(py3uel B 1ou 4 u 5

(nocne ungyszuu [utapabuna). Pazsegenue 0.4 mr/min
3amenaynBaHue B TedeHHe 48 yacoB 1ociie UHQY3HH
MeroTpekcara.

B/B win opanbHas rHapaTaius B oObeme 3000 Mi/M/IeHb
TOoJDKHA OBITh TPOAOJDKEHA B TEUeHHME 12 dYacoB Tocie
BBEJICHMS TTOCIIeIHEH 10361 ndochamua.

[Ipumeuanne: Ilpodunaktuueckoe BBenenne G-CSF  He
PEKOMEHAYEeTCs

Puc 8. IIpotokon neuenust AKKIJI, Bepcus 2012

Kypc B (B1)

Kypc B1 HaunHaTh M0 BOCCTAHOBJICHUH TOKa3aTenel nepudepruyeckor KpoBHu:
neitrpodus > 0,5 x10°/1, Tpombormrel > 50 x 10°/1, IpH yIOBIETBOPHTEILHOM
COCTOSIHUM TAllUEHTa W OTCYTCTBHEM JIMXOPaJKU B TeueHue Ooisiee 3 nHeut (1o
naHHbIM rpynnsl BFM, B cpennem, 3TOT nepuo 3aHuMaeT ~21 JeHb).

Jan 1 2 3 4 5
JlexcameTas3oH o o o o o o o o o o
MeroTpekcar +|e
JIEUKOBOPUH
HNuTparexkanbHoe .
BBEJICHUE
Huxnodpochamua . . . . .
JokcopyOunna . .
JIEKCAMETA3OH 1 ;) Mr/ M* (3a [Ba BBEICHHMS) B AHH ¢ | 110 5 mepopanbHO MK
B/B
METOTPEKCAT 1 /M> 3a 24 gaca B nenb 1:10% ot obmeit 1036l 3a 30
MUHYT, 3aTeM 90% nndysueit 3a 23.5 yaca.
JIEMKOBOPUH 15 Mr/m” B/B Ha 42, 48 u 54 uac ot Hauana nHby3HH MTX
NHTPATEKAJIBHO Heup 1 (uepe3 momyaca 1mociae Havyana HHPY3UH

METOTpeKcaTa)
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MTX ARA- PRED BO3PACT
C

6 mg l6 mg 4mg <] ron

8 mg 20mg 6mg 1 <2 ner

10 mg 26 mg 8mg 2 <3 qer

12 mg 30mg 10mg >3 ner
HUKJIO®OCDOAMUJT 200 Mr/m> uHdysueii 3a 60 munyT B 1au ¢ 1 o 5. (B nens 1

Ha3HA4YUTH 3a 6 yacoB 0 Havasna unpy3zun MTX).
JIOKCOPYBUIIMH 25 mr/m” /B/B uH(py3ueli 3a 1 vac B nHu 4 u 5
I'MJIPATALINA 3amienaunBanue B TedeHue 48 yacoB mnocie HHPY3UH

MeroTpekcara.

B/B WM OpaibHYIO rHAPATALHIO B 06beMe 3000 Mi1/M’/eHb

MPOJOIKUATH B TedyeHHEe 12 dYacoB TOCJIE€ BBEACHHUS

nocienneit 1o3el Lukmodochamuaa.

Puc 9 nporokon neuenus AKKJI, Bepcus 2012
Kypc AM (AM1, AM2, AM3)

Kypc AM1 HaunHaTh Ha 6-11 1€Hb JICUCHHUS.

Kypcet AM2 n AM3 HayumHAIOT KAaK TOJBKO BOCCTaHABIMBAIOTCS IOKA3aTEIN
nepudepudeckoii kpou: Heirpodmisl > 0,5 x10°/1, TpomGonuTs! > 50 x 10°/1, npu
YIOBJIETBOPUTEIBHOM COCTOSSHUM NAMEHTAa M OTCYTCTBMM JHUXOPAaAKH B TEUECHUE
oonee 3 nueil (mo maHHbIM rpynnsl BFM, B cpeanem, »ToT mepuoj 3aHumaer ~21
JICHbD ).

Jamn 1 2 3 4 5

JlekcameTaszoH o o o o o o o o o o

MeroTpekcar+ .

JIEUKOBOPUH

Ndochamun . . . . .

[urapabun e o e o

OTONO3UI . .

AEKCAMETA30OH 10 Mr/m” (3a 1Ba BBECHHS) B AHH ¢ | 110 5 HepOpaIbHO
WU B/B

METOTPEKCAT 3 /M’ nH(]y3uel 3a 3 yaca B JieHb |

JIEMKOBOPUH 15 mr/M* B/B witn MepopajIbHO Kaxple 6 4acoB, cymMMapHO 12

103 (unu mo TpeOOBaHUIO B 3aBUCUMOCTH OT YpPOBHS Mtx.
JIEWKOBOPUH HAYMHATh 4yepe3 24 4yaca OT Havaia MHQY3UH
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MTX.

NOOCOAMU]L 800 mr/Mm> nHdy3uenr 3a 1yac B quuc 1 mo 5. B genp 1
BBOJUTH 3a 6 yacoB 10 Hadana uHpy3uu MTX. MecnHa B/B
cTpyiiHo B mo3e 300 Mr/m>/B/B Ha 0, 4 u 8 uac mocie HHDY3UH
ndochamuma.

HUTAPABUH 150 mr/m® uHQy3meii 3a 1 yac kaxzapie 12 4acoB B qHH 4 1 5.
CyMMapHas CyTo4Has Z03upoBKa 300 Mr/m’

OTOITIO3U1 /] 100 mMr/m> 2-X 9acoBoii uH(py3uel B 1ou 4 u 5
(mocne undyszuu [urapabuna). Pazsegenue 0.4 mr/min

I'MJIPATALINA 3amienaunBaHue B TedeHUE 72 YacoB 1mociae HHPY3UH
MeroTpekcara.

B/B WM OpaibHYIO rHAPATALHIoO B 06beMe 3000 Mi1/M’/neHb
NPOJIOJKUTh B TEYEHHE 12 4YacoB 1MOCIE BBEIACHUSA
nocnenneit 1o3e1 Udpochamuaa

Puc. 10 nporokon neuenus AKKIJIL, Bepcus 2012
Kypc BM (BM1, BM2, BM3)

Kypcet BM1, BM2 u BM3 HaunHarOT Ipyu BOCCTaHABICHUU FEMATOJIOTUYECKUAX
nokasatenei: Heutpodpuiasr > 0,5 x10°/n, TpoMOouuTel > 50 X 10°/n, npu
YIOBJIETBOPUTEIBHBIM COCTOSIHUM TMAallMEHTa , OTCYTCTBUHU JIMXOPAJAKU B TEUCHUE
Oosiee 3 nHEH (B cpemHEM, 3TOT MepHUO]I 3aHUMaeT 21 J1eHb).

JHn | 2 3 4 5
JlekcameTa3zoH ° o o o o o o o o o
MeroTpekcar +|e
JIEUKOBOPUH
Huxnodpochamua . . . . .
HoxcopyOurnna . .

JIEKCAMETA30H 10 Mr/m” (3a 1Ba BBeIEHMS) B AHM ¢ 1 1O 5 TEpOpaIbHO

WJIY B/B

METOTPEKCAT 3 /M’ nH(]y3ueii 3a 3 yaca B ieHb |

JIEMKOBOPUH 15 Mr/M” B/B HIIH TIEPOPAIILHO KAXKIBIE 6 4aCOB, CyMMAPHO
12 no3 (wim nmo TpeOOBaHUIO B 3aBUCHUMOCTH OT YpPOBHS
Mtx. Cwm. NPUJIOKEHNE 2 A JIONOJHHUTENbHOU

uHopMaium). ; TeUKOBOPUH HAYMHATHL yepe3 24 daca oT
Havayua nHby3uu MTX.
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LIUKJIO®OCDAMM]], 200 mr/m” uudy3sueii 3a 60 MunyT B 11 ¢ 1 110 5. B neus 1
HA3HAYUTh 3a 6 4yacoB 10 Havana uHpy3uu MTX.
JIOKCOPYBUIIMH 25 mr/m” uHdy3ueii 3a 1 vac B tou 4 u 5

NHOY3UA 3amnienaunBaHue B Te4YeHUE 72 4YacoB mocie HHPy3uu
MeroTpekcara.
B/B wmm  opanbHyr0  rugpatanudid B 00beme
3000 mi/m*/aeHD MPOJIOJKUTE B T€UeHUE 12 4acoB mocie
BBEJICHMS TTocenneit 1o3u1 Udochamuna.
[Ipumeuanue: Ilpodunaktuueckoe BBeaeHue GCSF  He
PEKOMEHAYEeTCs

B nocnemHue rOoABl  IPUMEHSIOT npernapara a"HtuCD30  anTHTEn
(bpenTykcuMal BeJOTHH) AJisl JieueHUs! pepakTepHbIX ciiydaeB U peruauoB AKKIIL
Takxe pa3zpabaTbeiBaeTCsl TapreTHas Tepamnus, HalpaBlIeHHAas Ha OJIOKUpPOBaHUE
aktuBauuu ALK (kpu30oTuHUO).

Peunnuel 3a0oneBaHusi yyBCTBUTENbHBI K mnoBTopHOW IIXT; B ciyuasax
paHHUX pEUUIUBOB (B TEUYEHHE TOJa OT MOSBJIEHHS CHMIOTOMOB) IOKa3aHa
WHTEHCUBHAs T€panus ¢ BKIIOUYEHUEM IIPENapaToB HOBOT'O MOKOJEHUs, BUHOIACTHHA
n ayto- nnu auorennon TI'CK.

4.7 Bo3Mo:xHBIE HCXO0AbI 1JI5 IlaHHOﬁ MOAC/IH NMMAITUCHTA

[Iporno3 HXJI y nereit u noApOCTKOB

IIpn ycnoBum aaeKBaTHOU JUArHOCTUKM MporHo3 y OonpHbix HXJI
BO3pacCTHOMU rpymisl 10 18 ser onpenensercs:

1. Cragueit 3aboneBaHus, T.€. paCIPOCTPAHEHHOCTHIO OMYyXOJEBOro Mpoliecca,
npu B-kierounsix numdomMax eme M Maccoil omyxosid (YpOBEHb CHIBOPOTOYHOM
JIIT') 1 06beMOM M KaueCTBOM OIEPAINH IIPU XUPYPTUUECKOM BMEIIATEIbCTBE.

2. OTBETOM Ha MHAYKIIMOHHYIO TEPAIIUIO.

3. AJEKBaTHOCTBHIO JICUCHHUS, BKIIIOYas: COOJIIOJEHHE CPOKOB M JI030BOTO
pexkuma [1XT; kauecTBOM CONPOBOAUTEIBHON TEPAIUU.

JucnancepHoe HabI0AeHUE

VYcnoBus nepenayuu namyeHTa neauaTpy (reMatosory) mo MeCTy >KUTEIbCTBA.

[TanrienT mnepenaercss moj HaOIoAeHUE NeauaTpa (remarosiora W/uimm  —
OHKOJIOTa) TI0 MECTY >KUTEJIbCTBA MPU HAJIMYMM MOJHOM PEMUCCHUU TEpe]l HayaaoM
noaaepxkuBatoiiert Tepanuu (JIBJI) unu no okoHuaHnuu gedeHus (3pesnokieTounbie T-
u B-HXJI). IlopnepxuBaronryto Tepanuio NalUeHT MOJy4YaeT M0 MECTY JKUTEJIbCTBA.
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[lenuatp  (TemMaToJIOT-OHKOJIOT) MO  MECTY  JKUTEIhCTBA  PYKOBOJICTBYETCS
pPEKOMEHAAIUAMHU, TAaHHBIMU CIIEIUATIMCTAMU YUPEKACHUS, TPOBOAUBIIETO JICUCHHUE.

[leproagMYHOCTH OCMOTpA CTIEIIUATUCTAMHU, IPOBOAUBIIUMHU TEPAMHIO.

['emaTonor/oHkoJor, MPOBOAUBIINI JIeYeHue, nocJie Havasa
MOJICP>KUBAIOIIEH TEpaNuu U Mepeladn nalueHTa neauaTpy (reMaroaory/OHKOJIOoTY)
0 MECTy HUTEIbCTBA OCMATpPUBAET manueHta 1 pa3 B 3 mecdla A0 OKOHYAHHS
nojiep>KuBaroliei Tepanuu, 1 paz B 6 Mecs1eB nociie OKOHYaHUS MOEPKUBAIOIIECH
Teparuu U Mpu MOJJO3PEHUH Ha Pa3BUTHE PEIANBA 3a00JI€BaHUs.

[leproAUYHOCT  KOHTPOJIBHBIX ~ OCMOTPOB  CHEIUATUCTAMU  CMEXKHBIX
crienanbHOCTe. B cnydae Hanmuuusg y mamueHTa MaTOJIOTUU KaKOW-TMOO CHUCTEMBI
OpraHoOB, pa3BUBILIEHCS B Mpollecce Tepanuu U MOTpeOOBaBIIEH BMeENIATEILCTBA
CMEXKHBIX CMEIUATUCTOB, IEPUOJIUUYHOCTh KOHTPOJIBHBIX OCMOTPOB YCTaHABIUBACTCS
WHJIUBUAYAJIBHO CMEXXHBIM CHEI[UATUCTOM.

Bakuunanus.

. B nmepuon edeHuss BakIMHAIKMSA HE TPOBOAUTCS (MCKIIOUYECHUE
COCTaBJISIET BaKIMHAIIUMS TPOTHB Trematuta B, KOTOPYH MOXKHO MpPOBOAUTH B
MpoIlecce MPOTUBOOMYXO0JIEBOM TEpAIUU O CIEHHAIBHON CXEeMeE).

. [Tocne okOHYaHHS TMOANEPKUBAIOIIEH TEepanuu MPU HATUYUU TOJHOU
PEMUCCUM BAKIIMHALIUIO MOXHO MPOBOAUTH B MOJHOM O0BEME, UCKIIOUYHUB >KUBBHIE
BakIUHBL. (OJIHAKO BEPOSITHOCTh IMOJYUYEHHUS] MPEEMITUBHOTO CHENUPUUECKOTO
MMMYHUTETA IpOoOIeMaTHYHA.

OCHOBHbBIE TIOJIOKEHUSI TPU Pa3BUTHU B TMpoOIlecce HAOMIOAEHUS APYTUX
3a00seBaHUM.

. Nudeknu — TarenbHbli MOHUTOPUHT JIGMKOIIMTOB KPOBH, KaK MOKHO
Oojiee paHHeEe Hauyall0 KOMIUIEKCHOM aHTUOAKTepUalbHOM  Tepamuu, MpHu
HEOOXOJIMMOCTH TPOTHUBOBUPYCHONM U MNPOTUBOTPUOKOBOM Tepanuu. OOCyIUTH C
JeYaniuM Bpauom;

. TpaBMbl — OIleHKa KIMHHYECKOTO CTaTyca M MOHUTOPHUHI OOIIEero
aHaju3a KpPOBH, TaK KakK MEpPeIOMbl MOTYT ObITh MPU3HAKOM pELUINBA 3a00JI€BaHMUS;
KOHCYJIbTaIlMs CIIEIUAIUCTOB.

CHsTue manueHTa C JuClaHcepHoro ydera [lanmweHT cHuMaeTcs C
JUCTIAaHCEPHOTO YyyeTa NpPU YCIOBUM OKOHYAHMS MOJJEPKUBAIOLIEH Tepamnuu,
HaJqW4yusl TOJIHOW PEMUCCHUM U OTCYTCTBUSI COMYTCTBYIOIIMX 3a00JIEBAaHUNU - IO
MCTEUEHHH 5 JIET NOCJIe OKOHYAHUS JICUEHUSI.

ConmanpHas ¥ TICUXOJIOTHYECKass peadIuTalms

Pemmnts Bopoc B ohopMIIeHUEM HHBATHTHOCTH.

Bo3MOXHOCTB TIpeObIBaHNS B OPTaHU30BAHHOM KOJIJIEKTHBE.

. HexenaTenbHO Ha meproj MPOBEICHUS MHTEHCUBHOM TEPaIiH.

. OrpaHudeHo  SMUJIEMHOJIOTHYECKOU cuTyalued U  KJIMHHUKO-
7a00OpaTOPHBIM CTAaTyCOM TAallMeHTa B TEPUOJ MPOBEICHUS MOJJECPKUBAIOIIEH
Teparnuu.
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. He orpannueno nocie OKOHYaHUS MOICPKUBAIOIIEN TEPATTUU.

B03MOXXHOCTH Harpy30K M 3aHATHI CIIOPTOM.

. @OU3NYECKUE HArpy3Kud HEXEJaTeJIbHbl B  NEPUOX  IPOBEIACHUSA
WHTEHCUBHOU TEPAIUH.

. OrpaHudeHbl KIMHUKO-TA0OPATOPHBIM CTaTyCOM MallM€HTa B MEpPUO]]
MPOBEICHUS MOICPKUBAIOILIEH TEPATIUH.

. [Tocrie OkOHYaHHS TOAAEPKUBAIOIIEH TEpanvuu OTPAHUYEHBI TOJBKO
pa3BHUBLICKCS B NEPUOJ JICUYECHHS MATOJIOTUEN OMOPHO-IBUTATEIIBHOTO anmnapara Win
JIPYTUMH COIMYTCTBYIOIIUMU 3a00ieBaHUAMHU. [Ipy MX OTCYTCTBUM HE OTPAHUYECHBI.

Bwi6op npodeccun.

OrpanuyeHuss MOTYT OBITh OOYCIIOBIIEHBl Pa3BUBIIMMUCA TO3JHUMHU
OCJIOKHEHUSIMH, HHBAJIUIHOCTHIO.

OTHOLIIEHUE K POKJICHUIO IETEN.

Orpannuenuii HeT. Puck passutus HXJI y noTtomcTBa MUHMMAJIEH.
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