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JI.b. @Qunamoes

T'JIABA 1. HOPAKEHHUE ITHC ITPA OJLI: TUATHOCTHUKA,
®AKTOPHI PUCKA PAZBUTUS HEMPOJIEUKEMUN
1. JMATHOCTHUKA ITOPAKEHUS ITHC

Boigenstor Heckonbko (opm mnopaxenus L[[HC, naubonee wacto
BcTpevaromieiicss  popmoirt  mopaxkenus IIHC npu  OJIJI  sBusetcs
MEHUHrealnbHasi Jerikemust [12]. [Inga ee AMAarHOCTUKU B COOTBETCTBUU C
pekoMeHaausaMu Puvckotl paboueti epynnel TpedyeTcs: Mopdooruyeckas
uaeHTUPUKAKUS JEHKEeMUYECKUX OJacTOB B IHUTOIEHTPU(GYTUPOBAHHOM
npenapare JHMKBOpa B COYETaHHMM C HajJu4yhMeM B JIMKBope Oojee 5
nedikouuToB/MKNI  [1uT. mo: 149], mo wmuenuto A.U. Bopobvesa c
coaBTOpamu, — 6ozee 10 nefikonuToB/MKII [§].

B.I'" Casuenxo ¢ coaBTOpamMu IpeAJiaraeT B KaueCTBE KpUTEPUS
nopaxenus: [IHC npuHumats Hamudue 6osiee 5 MOHOHYKIIeapoB/ MK [19].

Ucnanckue uccnenosarenu (Programa para el Estudio y Tratamiento
de las Hemopatias Malignas — PETHEMA — IlporpamMma ajisi uccieoBaHus
U JICUCHHS 3JI0KAYECTBEHHBIX T'€MONATUH) ONPENesaioT HEHpoJeHKEeMUIo
Kak Hanuaue 5 u 6onee 61actos/ MK [167].

Bropas ¢gopma HeiponelikeMuu ITUArHOCTUPYETCS MPU OOHAPYKEHHUH
o0pa3oBaHUs B TOJOBHOM WJIM CIUHHOM MO3r€ IPU HCCIETOBAaHUM Ha
koMmmnbioTepHoM ToMorpade (KT) winm MarHUTHO-pe30HAHCHOM ToMorpade
(MPT) [49, 126].

Tperbst popma HelponelikeMUn TUArHOCTUPYETCS Ha OCHOBAaHUU
MOpaXXEHMS YEPEIMHOMO3IOBBIX HEPBOB [42].

B neauatpun OGO0JBHBIX C HOPMAJIBHBIM JIMKBOPOM OTHOCSIT K TpYIIINE
IHHC 1, narueHTh ¢ HaTU4YUeM 0JaCTOB B JIMKBOPE MPH IIUTO3E MEHEE S/MKJI
Bxonat B rpynmy LIHC 2, GonbHble ¢ HeliposieHkeMuell COCTaBISIOT TPYyHIy
[MHC 3 [126].

Eciau B 1993 r. B MoMeHT nuarnoctuku OJIJI 61acTel B TUKBOPE ObLIH
oOHapyxeHnbl y 17,6% neteit [126], To B 1998 1. — yxke y 25,5% OGonabHBIX
[151]. C-H. Pui c coaBTropamu (1998) Takyro quHaMHUKy OOBSICHSIET yJIydllle-
HUEM KauecTBa MPUTOTOBJICHUS TpenaparoB JUkBopa. [1o JaHHBIM 3TOTO Ke
uCClieIoBaHusl, IO KpakHel Mepe, 1 Omact B jaukBope umenu 39%
oOclieToBaHHBIX TanueHToB [151].

[Ipu HOpMaIBLHOM HMTO3€ OJACTHI B JUKBOPE OBLIN 3a()UKCUPOBAHBI Y
29% B3pocabix 0onbHBIX [105].

B Hekoropeix ciyuasx nuddepeHumarus 071aCTOB W PEAKTHBHBIX
TUM(OIUTOB CYIIECTBEHHO 3aTpyaHeHa [9]. DTo MOXKeT ObITh 00YCIOBICHO
Pa3IUYHBIMU IPUYUHAMH:
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— MPEUIECTBYIOLIEH HHTPATEKAJIbHOU Tepanueil [3],

— 00JIyueHuEM,
— uHpexuuent (aHTEepoBHpYCH, BUY, nuromeranoBupyc, TyOepKyIneés,
cuduinc, 0oppennos, OpyuLemés, JIENTOCIIUPO3, PUKKETCHO3,

TOKCOIIJIa3M03, MUKOTIIa3MO3, KpUNITOKOKKO3 [170]).

B takoii cutyanuuu 15l JUarHOCTUKA MOTYT OBITh MOJIE3HBI PE3YIbTaThl
MMMYHO(QEHOTUIIMPOBAHUSA U TMoJMMepasHoi nenHoil peakuuu (I1LIP) [54,
175, 185].

[TocTaHoBKa qUarHo3a OCIOKHAETCS MPHU MOIMAJaHUU KPOBU B JIMKBOP U
HaJIUM4ud B HeM OnacToB. CyIEeCTBYIOT Pa3jIMYHbIE CIIOCOOBI PEIIEHUs MPO-
OJIeMBI:

— CpaBHEHME KOHUEHTpauwii [173];

— UCIOJIb30BaHUe (POPMYJIbl — JICUKO/3pUTPO JIMKBOpA > JIEHKO/IPUTPO
kpoBu (Children’s Cancer Group — CCG, CIIIA) [131];

— MOJICYET UCTUHHOTO IIUTO3a CIIMHHOMO3TOBOM JKHUJIKOCTH [2].

Cnennamuctel M.D. ACC (M.D. Anderson Cancer Center, XbIOCTOH,
Texac, CIIIA) He cTaBAT AMArHO3 HEUPOJEUKEMUM, €CIIU MPU HATUYIUHU OJia-
CTOB B JIMKBOpPE OIpeAensercss Gonee 5/MKI pUTPOLUTOB M >/= 5x10°/m
6sactoB B nepudepuueckoit kposu [188].

Uccnenosarenu u3 St. Jude Children’s Research Hospital (Memduc,
Tenneccu, CIIA) B 2000 roxy [69] BBenu MOHATHE ‘“‘TpaBMaTHYecKas
momOanbHas nyHkuus® (“Traumatic Lumbar Puncture” — TLP — TJIII),
onpenensemMoe kak Hamuuue 10 u GoJjiee SpUTPOILIUTOB B MKJI JTUKBOpa [69]
WM MaKpPOCKONMUYECKHM KOHTaMUHUpOBaHHBIM nukBOp [38]). B ciydae
oOHapykeHUs B JIMKBOpe OnacTtoB wucnonb3yercas tepmun  “TJII c
HanuuueM 0;1acToB”, 0603HavaeMsbIit kax TJIIT .

Nuaukaropsl mopaxenusi IHHC. OG3op nuTepaTypbl MO3BOIUII
BBISIBUTh  KOMIUIEKC HMHAMKAaTOpOB, B TOM WJIM HHOM CTENEHU
CBUJIETENbCTBYIOMMX 0 nopaxeHuu [THC:

— YpOBEHb P,—MUKPOTII00YINHA;

— PacTBOPUMBIH penienTop uHTepieiikuna—2 B nukBope (>10 EJ1/mn);
—CD27;

—CD10", Tdt;

— T—xJseTouyHbIN perenTop/ Uenu TAKEIOro UMMYHOTTIO0YIMHA;

— DKCHpeccus FeHa NHTepieikuHa—15.

Yposenv frmukpocnooynuna. — B pabore GM. Mavlight ¢
coaBTopamu  (1980) ycraHoBiIeHa  KOppelslus  yBeJIUYeHUs  [r—
MUKpOTJIOOYyIMHAa C Helpoielkemuel. bbul cinenaH BbIBOJ O TOM, 4YTO
YpOBEHb [,—MUKpOrjIo0yirHa B CHUHHOMO3IOBOM JKUJKOCTH MOKET OBbITh
nosie3eH s paHHed auarHoctuku mnopaxenus [[HC [132]. B OGonee
no3/iHe pabote, BbIMoJHeHHOW P.B. Hansen ¢ coaBtopamu (1992), Obina
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ornpejienieHa crneuu@UUHOCTh 3TOTO IMOKa3aress, KoTopas coctaBuia 76%
[84].

Pacmeopumbtit peyenmop unmepneiikuna-2 ¢ aukeope (>10 EJl/mn).
— Ilo muenuw E.J. Lee ¢ coaBtopamu (2005), pacTBOpUMBINA PpeLENITOP
uHTepieikuHa—2 B JukBope >10 EJI/Mn MoxkeT OBITh MHAMKATOPOM
nopaxenus [ITHC B coueTaHuu ¢ HUTOJIOTMEN M KOJIWYECTBOM JIEUKOIUTOB.
YcraHoBlieHa UyBCTBUTEIBLHOCTD — 89,5% u cneruduunocts — 89,6% [119].

CD27". — Tlpu nopaxenun IJTHC conepsxanue pactBopumoro CD27 B
JUKBOpE OBUIO YBEIMYEHO Yy OONBHBIX € JHUMQPONpoIHQpepaTUBHbIMU
ormyxojsiMud. YyBCTBUTENBHOCTh U cnierupuunocts CD27, no nanusiM M.J.
Kersten ¢ coaBropamu (1996), mpeB3olau COOTBETCTBYIOIIME XapakTe-
pucTHKHU P,—Mukpornodynuna [110].

CD10", Tdf'. — A.C. Homans c coasropamu (1990) ucciemoBanu
nukBOop 33 gnerelt ¢ CD10+, Tdt" OJIJI B MOMEHT JMArHOCTHKH.
NmMyHOpeHOTUITMUECKIE TPU3HAKY HEeMpoeiikeMun OblTH y 15 manueHToB
u3 33 yenosek (45,4%), B TO BpeMs Kak LUTOJIOTHS Obljla aHOMaJIbHON y 6
4esioBeK U3 3Tou rpynibl (y 3 00IbHBIX ObLIM 0OHApPY>KEHBI O1acThl, Y 3 —
KJIETKH, TI0JIO3pUTENIbHBIC Ha 651acThl) [93].

I[lo wmuenuro S.R. Pine c¢ coaBropamu (2005), HemocTtaTkoM
UMMYHO(EHOTUITUPOBAHUS SIBISIETCS HEOOXOIUMOCTh CBEKUX 00pa3loB JJIs
npoBeneHus ucciegoBanus [ 148].

T—knemounslii peyenmop/ uenu mMaANCE1020 UMMYHO2N00YIUHA. —
Ilepectpoitka T—xknerounoro penenropa (TKP — TCR) ngensta B
uccnenoBanun D.A. Januszkiewicz ¢ coaBtopamu (1995) Obuia HaiineHa B
aukBope y 9 mammeHntoB u3z 21 (42,9%) u okazaiach HUACHTUYHOU
W3MEHEHHUSM B KOCTHOM Mmo3re [103].

ITo nanubM V. De Haas c coaBTopamu (2002), nepe MUTOIOTHYECKUM
MOATBEPXKACHUEM HEHPOJEHKEeMUYECKOTO pelUANBa MpPHU HMCCIEI0BaHUU
IGH (uenu Tsoxenoro ummyHnorno0ynuna) u TCR B nukBope metogom TILIP
pe3yibTaT ObUI MOJOXKUTENBHBIM Y 4 neteit u3z 5 (80%) [S51].

Omnpenenenune IGH/TCRy metonom TP B nukBOpe B MccienoBaHUU
C.A.Scrideli ¢ coaBropamu (2004) GbUTO MOJOXKUTENBHBIM Y 45,9% 0G0JIBHBIX
B rpynmne u3z 37 pereid ¢ guarHozoM OJIJI, HO mo Mopdosiornueckum
kputepusim nopaxenue [HC Obuto BeisiBAeHO nuiib y 5,4% OOJIBHBIX.
YetbipéxseTHsst 6ecCOObITHITHAS BEIKMBAEMOCTb:

— B Tpynne OOJbHBIX C MOJIEKYJSPHBIM ONPEJETICHUEM TMOPAKECHUS
IMHC BenuuunHa nokasatens coctaBuna 41%;

— B rpynmne OonbHbIX 0e3 MonekymspHoro nopaxenuss [HHC ero
BeJIMUMHA ObLJIa CYIIECTBEHHO BhIIIe U gocturia 84% [176].

Ananu3z nwmkBopa MetoaoMm KoiudectBeHHou IIIIP (¢  kiown-
cnenupUuYecKUMH TpaiiMepaMu, MOJYyYEHHBIMUA U3 KOCTHOTO MO3ra TeX e
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ManueHToB) B wucciaenoBanun S.R. Pine ¢ coaBropamu (2005) Obln
noyIoKuTeNnbHbI y 6 U3 39 nereit ¢ OJIJI (15,4%) B MOMEHT nuarHosa, y 4
U3 HHUX HE OBUI0 KIMHUYECKUX U MOP(HOJIOTUYECKUX TPU3HAKOB
Helponelikemun [ 148].

Ikcnpeccua 2ena unmepneukuna-15. — G. Cario ¢ coaBTOpamu
(2006) u3ydanu mpouiid FKCIPECCUU JEHKEeMHUUECKUX TeHOB y 17 nmetelt ¢
OJIJT ¢ nopaxernuem 1{THC (ITHC") u 26 mamuenToB 6e3 mopaxkenus LTHC
(LTHC"). Uccnenoparo ceemre 39000 JTHK knoHoB, y GompHeix ¢ I[HC'
Obl1a BbIsIBIIEHA Oosiee BbIpaxkeHHas (10 10-KpaTHOro MpPEBBILICHUS)
sKcmpeccus reHa uarepneitkuna—15 (MJI-15) [39].

Wccnenosanue, nposeaenHoe y 13 GombHbx ITHC' m 26 mamueHTOB
IMHC™ meronoM konuuectBeHHOU [IIIP, moaTBepaniio 3T JaHHBIE. 3aTEM,
OBLT OCYIIECTBJIEH CpaBHUTENbHBIA aHanu3 skcnpeccun MJI-15 B MOMeEHT
nuarHoctTuku y 6onpHbix [THC™ (22 4yenoBeka, y KOTOPBIX BIOCIEICTBUU
pasBuwiics HeiposeiikeMuueckuili peuuaus) U B rpynne nanuentoB [IHC B
mTeNnbHOM  pemuccun (18 denmoBek): 3HAYMTENBLHO OoJiee BBICOKAsS
skcrpeccust MJI-15 Obuta ompejeneHa y NalMeHTOB B MEPBOM TpyIme — y
OOJIBHBIX C TIOCJICIYIOIUM HEHPOJICUKEMUIYECKUM peliuanuBoM [39].

2. HEHPOJIEMKEMHUSI B MOMEHT JUATHOCTUKM OJLI:
GOAKTOPBI PUCKA BOSHUKHOBEHUSA, YACTOTA,
NCXOAHOE IMOPA’KEHUE THC KAK ®AKTOP ITPOT'HO3A
PE3YJIbTATUBHOCTU JIEYEHUASA OJIJ1

Yacrora ucxonnoro nopaxenusi IIHC. IIpoBen€HHuplil HaMu aHaIN3
JTaHHBIX 16 uccnenoBanuii (061Iee Koaum4ecTBO nanueHToB — 9009 (Tabnuia
1)) mo3BOJMI yCTaHOBUTH HHTEpBaid 4acToThl mnopaxkenus [HHC mpu
nmoctaHoBke auartoza y OomeHbix OJUJI — 1,7%-9,5% — u paccuurtarh
CpPEIHIOI BEJIMYMHY mokazartens — 5,3% [15, 32, 48, 61, 90, 107, 117, 121-
123, 145, 167, 184, 190, 195, 196, 199].

®axkrTopsl pucka mucxoaHoro mnopaxkenuss IHC. IIpemnaraem
CIeAYIONMYI0 Kiaccupukauoo (akTOpoB pPHUCKA HCXOTHOTO IMOPaXKEHUS
IHHC (tabnuma 2):

1. xapakxmepucmuxu nayuenma (Bo3pact nauuenta < 1 roga [1, 63]);

II. knunuuecxue cumnmomsr (MenuacTuHaIbHas onyxoib [117, 166] B
rpynie naruentos ¢ LITHC' Beisnena y 21% 6onbHEIX, B Tpynmne ¢ 1THC —
y 8%, pa3nunia noctosepHa) [117]);

Ill.  nokazamenu, ompasxcarowyue maccy onyxoau  (BBICOKHH
JerHKo1mTOo3: 00IbHbIE ¢ UCXOaHBIM nopaxkenuem [ITHC (77 uenoBek) umenu
JIOCTOBEPHO GoJIee BBICOKMIA JIeHKOIMTO3 — 25,6x10°/1 — 10 cpaBHEHHIO ¢
naruentamu 6e3 nopaxenms LIHC (1431 genosex) — 13,5x10°/m) [117]);

IV.6uonocuueckue ocobennocmu 6onesnu:



http://gematologica.narod.ru/Ch_I Filatov.pdf

Taoauna 1

YACTOTA NOPA’KEHMSA IHC B MOMEHT JUATHOCTHUKU OJIJI, BBIABJIEHHA A
B HCCJIEAOBAHUAX, OITYBJIMKOBAHHBIX B 1987-2002 rr.

I'on Bo3spacr Oo0mmee KoanuectBo YacToTa HCXOHOT O
HccaenoBanue nyoJauKanuu NMaluEeHTOB KOJHNYECTBO MAaIHEeHTOB C nopaxenusit HHC,
pe3yabTaToB ManMueHTOB HCXOAHBIM %
nopakennem HHHC
1. Stryckmans P. [184] 1987 16—65 100 6 6,0
2. Ellison R. [61] 1991 15-79 277 22 8,2
3. Linker C.[121] 1991 16—49 109 7 6,4
4. Livraghi A. [123] 1996 168 12 7,1
5. Todeschini G. [199] 1998 14-71 60 1 1,7
6. Cortes J. [48] 1995 16—79 503 25 5,0
Kantarjian H. [107] 2000
7. Mowucees C.U. [15] 2001 15-65 145 8 5,5
8. Petersdorf S.[145] 2001 15—84 278 14 5,0
9. Thomas X. [195] 2001 14—-89 364 24 6,6
10. Linker C. [122] 2002 1659 84 8 9,5
11. Hoelzer D. [90] 2002 15-65 3183 162 5,0
12. Takeuchi J. [190] 2002 15-59 263 7 2,7
13. Thomas X. [196] 2004 15-55 922 62 6,7
14. Bassan R. [32] 2005 578 26 4,5
15. Sancho J.M. [167] 2006 >15 467 18 3.9
MeauaHa — 33

16. Lazarus H.M. [117] 2006 Mearana — 29 1508 77 5,1
Bcero 9009 479 5,3
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— T—xnerounsnii ¢enotun — 8-9,6% [32, 90, 117] (mpu oOmem
(common) + npe-B — 4,4%, npu npyrux Bapuantax (0upEeHOTUIUYECKUH,
npo—B, penkue BapuanTsi) — 3,3% [117]),

— B—3penoxnerounsiii OJIJI [90],

—CD56'[157],

— TOoTeps TETEPO3UTOTHOCTH KOPOTKOro Iieda 9 XpOMOCOMBI
(IT'3(%p)) [191].

B wuccnenoBanuu H.M. Lazarus ¢ coasropamu (2006) rpynmb
nmarmentoB ¢ IJHC' wu IIHC He OTIMYaINCh IO MoJly, BO3pacTy,
renaTocruieHoMeranuu, auMdazeHonatud, Haauduuio Dunaaenbhuiickon
xpomocomsl (Ph") [117].

Paccmotpum nonpodHee dakTopbl pucka ucxoaHoro nopaxenus [THC.

Bo3pacm nayuenma. — Y nereit yactora BopieueHus [{THC B momeHT
JMarHo3a HaxoauTcsl B mpenaenax oT 2% 1o 5%. B Bo3pacTHO# rpyrme 10
roJia BEeJIMUMHA TIOKA3aTelIsl IO pa3HbIM JaHHBIM KojieOetcs oT 14% no 41%
[64, 173].

B pesynbraTe o630pa 19 uccnenoBanuii, mpoBeaeHHOTO L. Annino c
koyuieramu (2002), O6buta BbIsiBIIeHa 4acToTa nopaxenus [[HC B mMomeHT
JIMarHo3a y NoXKWIbIX MalMeHTOB, cocTaBuBIias 6,7% [22].

B pabotre A. Delannoy ¢ coaropamu (2002) conmepxatcs cBeIeHHUS 00
ncxonHoM nopaxxenuu [{HC B 3aBUCHMOCTH OT BO3pacTa MalieHTOB:

— B I'pyIie OOJbHBIX 55 JIET U cTapile Y4acTOTa UCXOJHOTO MOPaKEHUs
IHHC npocturna 6,12%,

— B rpyMIe MaueHToB A0 55 JIeT BeJIMYUHA MoKa3aTels coctaBuiia 7%
[55].

R. Larson (2006) nmpuBoaut naHHble o yactore BoBieueHus [[HC B
MOMEHT JIMarHO3a B Pa3HBIX BO3PACTHBIX TPYyMIIaX:

—ot 16 o 29 ner (rpynna u3 318 yenosek) — 1%;

—ot1 30 10 59 net (425 yenorek) — 2%;

— crapiie 60 net (166 yemoBek) — 1% [115].

B—3penoxknemounwviit e6apuanm OJLJl. — IlogpoOHee cienyer
OCTAaHOBHUTBHCSI HA XapaKTEPUCTHKE HCXOJAHOM HEUpOJEUKEMUU B TPYIIINE
nauueHToB ¢ B—kierouneiMm OJIJI. B pe3ynbraTe NpoOBENEHHOTO HaMU
aHanuza 7 uccinepoBanuil (192 manuenra, Tabnuua 3) oOHApyKEHO, YTO
yactora nopaxenusa [IHC npu puarHoctuke »storo Bapuanta OJIJI
koneb6netcs ot 8,3% no 83,3%, cpennsis wactota — 26,6% [65, 72, 89, 118,
120, 179, 193].

Cronb CyIIeCTBEHHOE PACXOXKJICHHE JTaHHBIX, MOJYYCHHBIX DPa3HBIMU
uccienoBarensiMu, no MmHeHuto D. Hoelzer ¢ coaBropamu (1996), 00bscCHUTH
cioxHO [89].
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Taoaunua 2

DOAKTOPBI PUCKA UCXOIHOI'O ITOPA’)KEHUMA HHC U
®AKTOPBI BOSHUKHOBEHUS HEMPOJEMKEMHUYECKOI'O PELIMINBA

®AKTOPBI PUCKA
NCXOAHOI'O HOPA’KEHUMSA THC

_ ®AKTOPBI PUCKA
PA3ZBUTHUA HEUPOJIEMKEMUWYECKOI'O PEINTUJINBA

XAPAKTEPUCTUKHU NAIIMEHTA

BO3pacT namnuenTta < 1 roga

— Bo3pact < 20 jer,
— paca/ 3THOC

KIMHUYECKHUE CUMIITOMBI

MCEanaCTUHAJIbHAA OITyXOJIb

— DKCTpaMeNyJISIpHBIE IIOPaKEHUS
— MEMACTHHAJIbHAS OIIyXOJIb

INOKA3ATEJIN, OTPAKAIOIIME MACCY OITYXOJIN

BBICOKHH JIEHKOIIUTO3

— BBICOKHI JIEHKOLUTO3
— BBICOKMH yposens JI/I
— BBICOKUH YPOBEHb Pr—MHUKPOrI00yJIMHA B CBIBOPOTKE KPOBU

BUOJIOTUYECKHE OCOBEHHOCTH BOJIE3HHU

— UIMMYHO(EHOTHU:
T—xnerouHblit peHoTun
B—3penoxnerounstit OJIJI
—CD56"
— MOTeps TeTePO3UTOTHOCTH KOPOTKOr'0 miieya 9 XpoMOCOMBI

— Mopdosorus: OepkuronogooHas Mmopdoorus uwiu L3 mo
®AB knaccupukanun OJLJI/ B—3penokierodnblit peHoTHI
— uMMyHO(eHoTun: T—KIeTOuHBIN HEeHOTUTT

— Ph xpomocoma

— CD56"

HAJIMYMUE BJACTOB B JIMKBOPE B MOMEHT JUATHOCTUKH OJJI

—ITHC2, ITHC3
—TJIIT

COYETAHME HECKOJBKHUX IPU3HAKOB OJLJ1, KOPPEJIUPYIOIIUXCS C HEMPOJIEUKEMUEN

— JIAT+BoIcOKuMit mponudepaTUBHBIN HHACKC

— MHJIEKC pUCcKa Helponeiikemun (BozpacT <20-+HIeHKOIUTO3+ CIJIEHOMEraiusi+MYyKCKOH
noi-tiumdaaeHoNaTrs+ yBETHUEHUE CPEIOCTCHUS)

— T-OJUIT + nefixormros > 100x10°/1

— T-OJUI+netikoruTo3+mumbaneHonaTus-+CruieHoMeranus (JielkeMusi—iumQoma)

OTCYTCTBHUE TPO®PUITIAKTUKU HEMPOJIEMKEMUUA
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Taoauua 3
YACTOTA HEMPOJIEWKEMUWM MPU JUATHOCTUKE B-OJLJ
HUccaenoBanue TI'ox Oo01ee K0JIU4YECTBO OOJIBHBIX/ Yacrora
(Bexymii uccjie10BaTe b, nyoJuKauumu KOJIHYeCTBO 00JBbHBIX nopaxxenus LHHHC B

CTPaHa) pe3yabTaToB | ¢ HCXOaHbIM nopaxkenneM LHHC | MoMeHT quarHocTuku, %

1. Gill P., CIITIA [72] 1986 10/ 2 20,0
2. Fenaux P., ®pannus [65] 1989 18/ 15 83,3
3. Soussain C., ®pannus [179] 1995 24/ 9 37,5
4. Hoelzer D., 'epmanus [89] 1996 68/ 8 11,8
5. Thomas D., CIIIA [193] 1999 26/ 11 42,3
6. Lee E., CIHIIA [118] 2001 24/ 2 8,3
7. Bassan R., Utanus [32] 2005 22/ 4 18,2
Bceero 192/ 51 26,6
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Opnaxko, P. Fenaux ¢ xomneramu (2001) B xauecTBe OJHON U3 MPUYUH
ATUX pa3fIMyuil paccMaTpuBaeT “noa00poAoUHyI0 HelponaTuio” [66], yacTo
BcTpeyarontytocs npu B-OJIJI u numdbome bepkura u penko — npu Apyrux
OCTpBIX JieHiKko3ax U  JuM(doMax, BO3HHUKAWOIIYI0 B  pe3yJbTare
MHOUIBTPAIIMM HUXHUX JCHTAIbHBIX HEPBOB, KOTOPYIO, CIEJOBATEIBHO,
MOXXHO pacleHuBaTh Kak npusHak nopaxenus HHC paxe B ToMm ciyuae,
Korja oHo u3onuposano [137].

OTOT cuMnTOM B HccienoBanuu P. Fenaux c coaBropamu (1989) 6bu1
BbIsIBIIEH y 10 denoBek u3 15 nmaurentoB ¢ B—Bapuantom OJIJI ¢ ncxogHem
nopaxxkenueM [[HC (66,67%) [65], ¥ TOABKO Yy MOJOBUHBI U3 HUX UMEJIHCH
uHble pu3Haku nopaxenus LLHC [66].

Heiiponeiikemus nipu B—-OJIJI Takxke 4YacTo IMArHOCTUPYETCA IIpU
MOPAXXEHUU JPYTUX UYEpPErHOMO3TOBBIX HEPBOB, B TO € BpEMs OHO HeE
BCETJIa aCCOLIMMPOBAHO C HalMuueM 0JacToB B ukBope [118, 193].

ITo nanubiM C. Soussain ¢ xomieramu (1995), B rpymiie, cocTosimei u3
9 GOJIBHBIX C UCXOJTHOM HEHpOJIeHKeMUei,:

— MOpakeHUe YEPEMHOMO3TOBBIX HEPBOB ObLIO OTMEUYEHO Y 6 OOJIbHBIX
(y 2 U3 HUX — B COYETaHMM C HU3MEHEHHEM B TOJIOBHOM MO3TE,
3aperuCTPUPOBAHHOM IpH HcciienoBanuu Ha MPT);

— naparuierusi Oblia BblsiBJIeHa y 1 yenoBeka;

— 0J1acThl B IMKBOpE ObLIM OOHApPYKEHBI y 2 manueHtos [179].

ITo ganubiM uccnenosatenet M.D. ACC (1999), uz 11 GonpHBIX B—
OJUI ¢ HeposiekeMHuel B MOMEHT JUarHo3a 6 4ejaoBEK MMEINN TOPAKECHHE
KpaHUaJIbHBIX HEPBOB WJIM JIpyrue HeBpojoruyeckue Hapymenus (54,55%),
B TO € BpeMs y 5 mnamueHToB 0€3 KIMHUYECKHX TMpOsBICHUN Oblia
BBISBJIEHA MaToyorus aukBopa [193].

T-knemounwtii éapuanm OJI/I. — D. Hoelzer c coaBTtopamu (2002)
oOHapyxun ucxogHoe nopaxenue HHC npu T—xnerounom Bapuante OJIJI
y 8% G6onbHbIX [91].

B wuccrnenoBanum, BeIMOMHEHHOM R. Bassan ¢ xommeramu (2005),
HeHUpoJIeKeMHsl UCXOIHO ObLTa TMarHOCTUPOBAHA:

—1pu T-OJIJI —y 10 yenoBek u3 124 naruenTos (8,1%);

— nipu B—nuneitnom OJUJI —y 12 genosexk u3 422 (2,8%) [32].

I[To mannbiM  (2006) wuccaeqOBATENbCKON — UMANLAHCKOU — 2PYNNbl
3/10KA4eCcmeeHHblX — cemamoiocuieckux 3abonesanuil e3pocavix, OJIJI
(Gruppo Italiano Malattie Ematologiche Maligne dell’Adulto — GIMEMA,
Leucemia Acuta Limfoide — LAL) B rpynne u3 90 mamuentoB ¢ T—OJIJI
gactota ucxoanoro nopaxenus [IHC cocrasuna 4,4% (4/90) [207].

CD56". — B pesynbrate mccnenoBanus F. Ravandi ¢ coaBTopaMu
(2002) ObUIO YCTAHOBIEHO, YTO HEWpoJIeHKeMHUs B MEPUOJ JUATHOCTUKHU
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OJIJT ormeuaercs y 19% 6Gompasix OJIJI, nMerommx CD56° Ha 6macTtax
[157].

IIT3(9p). — B uccnenoBanuu S. Takeuchi ¢ coaBropamu (2003) Obu10
BBISIBJICHO, YTO Y JIET€H C MoTeped TeTepO3UrOTHOCTH KOPOTKOro rieda 9
xpomocombl (I1I'3(9p)) T-Bapuant OJIJI u ucxonmnoe mopaxkenue [[HC
pa3BuBaeTcs yamie — 6,8% (6 denmoBek u3 88) —, yem B rpymre B LIEJIOM —
3,1% (7 wenoBek u3 228). Yacrota [1I'3(9p) cocraBuna 40% [191].

@unadenvpuiickaa (Ph’) xpomocoma. — Hamnuane dunanensduiickoit
(Ph") XpOMOCOMBI, ABJISISICH baxkTopom pucka pa3BUTUSA
HEUpOJICMKEeMUYECKOTo pernuanBa (MmogpoOHee CM. HHUXKE), BEPOATHO, HE
BIIMSECT HA BOBHUKHOBEHHE UcX0iHOTO nopaxkenus [[HC (tabnuia 4).

Tabéauna 4
YACTOTA ITOPAKEHUSA ITHC ITPAU Ph' OJLTI
I'on KosnyecTBo Yacrora
HUccaenoBanue nyoIMKanuu 00JIbHBIX Bospacr MOpaKeHus
pe3yabTaToB HHC, %
Thomas D. ¢ coasr. [193] 1999 70 16-78 5,7
Dombret H. ¢ coaBT. [57] 2002 157 15-55 4.5
Pfeifer H. c coaBT. [147] 2003 65 18-76 3,0
Mennana—49
Ohno R. ¢ coarrt. [141] 2006 80 15-64 3,75

D. Thomas c xomieramu (1999) onybnukoBana ciaeAyroIIue AaHHBIE:
nopaxenne 1[HC B muarnose y 6ompHbIXx OJIJI ¢ Ph' 3adukcuposano y 4
4eJioBeK B rpymnie, cocrosuieit u3 70 mauueHtos (5,7%) B Bo3pacTe oT 16 10
78 net [193].

B pa6ote H. Dombret ¢ coaBtopamu (2002) npusHaku HeipoieiikeMuu
B MOMEHT JIMarHo3a ObLIU BBISIBJICHBI Y 4,5% 00sbHBIX (B BO3pacTe oT 15 1o
55 net) ¢ Gunanensduiickoit xpomocomoii [57].

[lo nawubim H. Pfeifer ¢ coaBtopamu (2003), yacToTa HCXOJHOTO
nopaxenus I[HC B rpynme u3 65 namuentos ¢ Ph™ OJIJI (Bospact ot 18 10
76 net, meauana 49 ner) cocrasuina 3% [147].

B wuccnenoBanuu (2006) sanownckou epynnel ucciedo8anusi JeuKo3d
e3pocavix (Japan Adult Leukemia Study Group — JALSG) B rpynne u3 80
nanuenToB ¢ Ph™ OJIJI (Bospact ot 15 10 64 ner) acToTa HelponeikeMun
B MOMEHT IMOCTAHOBKH JuarHosa gocturia 3,75% [141].

H.M. Lazarus ¢ xoiieramMmu B cBoei pabote, onyonukoBanHoi B 2006
rojfy, IPUBOJUT JAHHEIE O H0JN€ OONBHEIX ¢ Ph’ B rpymme mamueHTOB C
ucxonupiM mnopaxenuem I[[HC: dunanenbduiickas xpomocomMa Obuia
oOHapyxeHa y 13 uenoBek u3 77 6onbHBIX ¢ nopaxkenuem [JTHC B MoMeHT
nuarnosa (16,9%) [117].
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B uccnenosanuu H.M. Lazarus ¢ coaBTOpaMu U3y4eHbl (aKTOPhI pUcKa
pa3BUTHS HEeMposielkeMUu B IBYX rpymiax naiuueHToB: ¢ nopaxenuem [THC
(LTHC") B MmomenT nuarsoctuxu OJIJI n 6e3 mopaxenus LTHC (LTHC):

— B rpynne 6onmbHeix ITHC' nocToBEpHO BhIIE ObLT JIEHKOLHUTO3 —
25,6x10°/n (8 rpynme [ITHC™ — 13,5 X109/JI);

— B rpynne mnamuento I[HC' wame BoisBuasncs T-deHotun u
MeIuacTUHAIbHAS OMYyXOJb IO CpaBHEHUIO c rpynmnoid OonbHbIX [[HC
[117].

HUcxoanoe nopa:xxenue  IHC Kak  (akrop MPOrHo3a
pe3yjabTaTuBHOCTH Jeuyenns OJLJL.

Bnuanue ucxoonozo nopasxcenua IIHC na oocmudicenue pemuccuu.
— B nuTeparype HeT eIMHOTO MHEHUs 0 poiu ucxoanoro nopaxenus [THC B
noctrxenun pemuccuu npu OJIL

C onHOU CTOpPOHBI, HEKOTOPHIE aBTOPBI, HM3y4YaBIIHE 3TOT BOIPOC,
OTMEUaIOT, YTO B Tpynne OoJbHbIX ¢ npusHakamu mnopaxeHus [HHC
MoKa3arelb MOJIHOM PEMHCCHUM HECKOJIbKO MEHbIle, YeM B Tpynmne 0e3
Helponelikemuu [26, 49, §88].

B coobmenuu S.H Petersdorf ¢ coaropamu (2001) — uccrnenosarteneit
u3 FOeo-3anaonou  Onkonocuuecxou Ipynnovt (Southwestern Oncology
Group — SWOG, CIIA), u3 14 OOJbHBIX, UMEBIIUX MPHU3HAKU HEHPO-
JeKeMHH B MOMEHT JAMArHOCTUKH, peMHCCHUsl ObUla MOJyuyeHa TOJbKO y 4
yenoBek (29%) [145].

C npyroit cTOpoHBI, pe3ynbTaThl uccienoBanuss D. Hoelzer ¢
coaBTopamu (1988) cBuUIETEABCTBYIOT 00 OTCYTCTBHM BIUSHUSA UCXOJHOTO
nopaxxenuss [MHC Ha nokazarenb JOCTHXKEHUS  PEMHCCUU  TpU
WCIMOJIb30BAHUY JIOTIOJHUTEILHON NHTpAaTEKaIbHON Tepanuu [88].

[lo nmanHbIM epynnwvr aetikemuu cegeepuou Hmanuu (Northern Italy
Leukaemia Group — NILG, 2005) 3a nBagnatunatrwietHuii nepuop (1979—
2004 rr.) yactora peMHuccHil y OOJIbHBIX ¢ UCXOAHBIM nopaxkeHueM [THC —
80,7% (21 w3 26 uenoBeK) — HE OTJIMYAlIach OT COOTBETCTBYIOIIETO
noKasaresisi B rpynne O00JbHBIX 0€3 HelpojelikeMru B MOMEHT AMarHosa —
80,49% (553 u3 687 uenonek) [32].

B mexnynaponnom uccienoBanun MRC UKALL XI/ECOG E2993
(Medical Research Council  United Kingdom Acute Lymphoblastic
Leukaemia (Benukoopuranusi)/ Eastern Cooperative Oncology Group
(CILIA), 2006) pemuccus 6buia moydeHa y 89,6% OOIBHBIX ¢ UCXOIHBIM
nopaxxenueM [[HC (69 uenosex u3 77), B rpynmne 6e3 nopaxenus LHTHC
BEJIMYKHA TOro Mokazareis coctaBuna 88,2% [117].

Hekoropble mpoTOKOJIBI MpeaIoiaraloT MpOBEeICHUE JOMOIHUTEIHHON
Tepanuu ¢ ydetoM Hanuuus nopaxeHus HHC B MOMEHT AMarHoCTUKH.
Pe3ynbpTaThl B pa3HbIX UCCIEIOBAHUAX CYIIECTBEHHO pasnuyaiorcs. B psae
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POTOKOJIOB ucxonHoe nopaxenne [{HC, paccmaTpuBaeTcs Kak KpUTEpHUH,
10 KOTOPOMY OOJIbHBIC UCKITIOUAIOTCS U3 TIPOTOKOJa [23].

Hcxoonoe nopasxicenue ITHC u mneiiponeiikemuyveckuil peuyuous. —
H.M. Lazarus c coaBTopamu (2006) NpuBOAUT CIIETYIONINE TAHHbBIC:

—y 6oabpHbIX 0€3 mopakenus: [[THC (IIHC') B MOMeHT nuarHosa yactora
M30JIMPOBAHHOTO U KOMOMHUPOBAHHOTO HEUPOJICHKEMHYECKOTO PEIUIUBa
cocTtaBuia 5,6%;

— y GompHEIX ¢ HcxomHeM mopaxennem I[HC (IIHC") wacrora
M30JIMPOBAHHOTO U KOMOMHUPOBAHHOTO HEUPOJICHKEMHYECKOTO PEIUIUBa
nocturiaa 11,9%, (p=0,04), HeCMOTpsl Ha TIPOBEACHNUE KPAaHUOCIIUHAIBHOTO
ob6mydenust (24 u 12 I'p) wnu TotanbHoe o0myuenue tena (13,2 I'p) [117].

J.-M. Sancho wn coaBtopbl (2005) He BBISIBUIM KOPPEISLHH MEXIY
nopaxennemM [[HC B MoOMEHT JuarHo3a #W  HEUpPOJEHMKEMUYECKHUM
peunanuBoM [166].

Hcxoonoe nopasxcenue ITHC u eviocusaemocms. — ECTb naHHBIE, YKa-
3pIBAIOIIME HA TO, YTO MPH HAa3HAYEHUM AaJ€KBATHOW JOMOJHHUTEIHHOMN
Tepanuu (MHTpaTeKaldbHas Tepamus + KpaHuaibHoe oOnydyeHue [88, 121,
122, 190]) ucxomHas HeWpodeHKeMUs HE OKa3bIBAET OTPHUIIATEIBHOTO
BIIUSIHUS Ha Oe3peluIMBHYIO BBIKMBAEMOCTh [145].

B wuccnemoBanuu NILG He ObUIO BBIABICHO pPa3IHudil B
JIOJITOBPEMEHHON BBIKUBAEMOCTH Y OOJBHBIX C UCXOJIHON HEHpoielkeMuei
u 6e3 nopaxxenust [[HC B MoMeHT nuarnosa:

— Mmeauana cocraBuia 16 u 20 Mecs1eB, COOTBETCTBEHHO;

— MSATUIETHSS BbKUBaeMocTh — 30% B kaxkaoil rpynre [32].

Ho cymecTByoT maHHBIE, MOJITBEPKIAIOIINE HETATHBHOE BIUSHHE
ucxonnoro mnopaxenus I[[HC wna BepkuBaemocth OonpHbIX OJIJI. K
HCCIIEIOBAHUSIM, B KOTOPBIX OBUIM TOJYYEHBI TaKU€ pe3yJIbTaThl, MOXKHO
oTHeCTH paboTel M. Baccarani ¢ coaBtopamu (1982), I.J. Durrant u S.M.
Richards (1993) u HM Lazarus c coaBTopamu (20006).

ITo cBuperenwcTBY M. Baccarani ¢ coaBropamu (1982), Bce 6osibHBIE C
ucxonupiM mopakenuem [[HC, pgocturiive pemuccuu peruauBUpPOBAIN B
TeueHue 15 mecsues [26].

[To panubiM 1.J. Durrant (2000), moaydeHHBIM HCCIEI0BATEIIMHU
UKALL—epynner, 5—-netHsass  Oe3peluiuBHas  BbDKMBAEMOCTh  ObLla
3HAYMUTEJILHO HIKE CPEJIU MAIIUEHTOB C UCXOTHOW HEHPOJIEKEeMUEH:

— rpy1rma 00oibHBIX ¢ UcX0aHBIM nopakenreM [THC — 18%;

— rpynna nanueHToB 6e3 nopaxenusi [[HC B momenT quarnosa — 28%
[59].

Pesynbratel MexayHapomHoro wuccienoBanus MRC UKALL XII/
ECOG E2993 mnoka3anu, 4to S5-JeTHsAsE  oOlias BBDKMBAEMOCTh IMPH
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HaJIMYUU UCXOJTHOM Helpoielikemun cocraBuia 29%, 6e3 nopaxenust LITHC
—38%, p=0,03 [117].

B psime paboT orcramBaeTcs TE€3WC O TOM, YTO HAJH4YWE MOPAKEHUS
[THC He oxa3bIBaeT HEOJIATONMPHUATHOTO BIHSHUS HA PE3YNBTATHI TEPANUU H
He TpeOyeT e€ M3MEHEeHHs. DTOT IMOAXO]l YacTO pPeallu3yeTCsl NMPH JICUCHUH
B-OJIJI [89, 193].

X. Thomas c coaBropamu (2004) omyOnMKOBad JaHHBIE O POJIU
QIJIOTEHHOW TpaHCIUIAHTAI[MM KOCTHOTO MO3ra B JICYCHHHM NAIMEHTOB C
UCXOJIHOW HeHposeiikemuei. B mnporokone ¢@parnyysckoii epynnvl no
usyuwenuto u aeuenuro OJIJI y e3pocavix LALA-94 (Groupe d’Etude et de
Traitement de la Leucémie Aigué Lymphoblastique de 1’ Adulte) 6onbHBIE C
ucxoanbM nopaxkenneM L{THC BoigensroTest B ocoOyto rpymimy pucka. [locie
MPUMEHEHHUS POJICTBEHHON aJUIOTeHHOW TpaHCIIAaHTAllMd KOCTHOTO MO3Ta B
ATOW TpymIe MNalueHToB Oe3pelu/IuBHas BBDKHUBAEMOCTb cocTaBuia 44%

[196].

3. DPAKTOPBI PUCKA PASBUTUSA
HEWUPOJIENKEMHWYECKOI'O PEHUIUBA
OmuuM W3 OCHOBHBIX HaNpaBJIECHWM HCCIEAOBaHUN  MpoOJieM,
CBSI3aHHBIX C MPENOTBPAIIEHHUEM PEUUAMBOB, B TOM 4YHUCJIE U
HEUPOJTECUKEMUYECKOTO PELUINBA, SABJISETCS BBISBICHUE U HU3YUYEHUE
(hakTOpOB pHICKa UX BOZHUKHOBEHUS. Pe3ynbpTaThl aHanuza (pakTopoB pucka,
JIal0T OCHOBAHUE JIJIsl TPYIIUPOBKHU OOJIBHBIX, MO3BOJISIFOIIEH OCYIIECTBIISTh
MOUCK 3(P(HEKTUBHBIX PEKUMOB TE€paANUU U MPODOUIAKTUKH.
Knaccnpuxanus ¢akropos pHucKa pa3BuTHS
HeliposeiikeMu4ecKoro peuuauBa. CyllecTBYeT HECKOJBKO MOAXOJ0B K
BBIJICJICHUIO (PAaKTOPOB U JajJbHEHIIEeH rpynnmupoBKe OOJbHBIX (Tabnuia 5).
B xoxe pa3BuTHs remMaroiorud B KauecTBe (DaKTOPOB, BIMSIOMIMX Ha I10-
paxenue [ THC npu OJIJI, npeanaranock paccMatpuBarh (Tadnaumna 2):
I. xapakxmepucmuxu nayuenma (Boszpact [49, 144, 149], paca/ aTHOC
[143]);
II. xrunuueckue cumnmomsr (SKCTpamMeayJspHbIe TopakeHus ) [144];
III. noxazamenu, ompascarowue maccy onyxonu.
— nakrataeruaporenasza (JIA) [74, 106, 123, 167, 180],
— BBICOKHH JierikouuTto3s [ 144],
— BBICOKHI YPOBEHb [3,—MUKpOTI00yIrMHa B CHIBOPOTKE KpoBU [49];
IV. 6uonocuueckue ocobennocmu 6onesnu:
— 6epkuTtonoiooHas Mopdosorus win L3 nmo dpaHko—AMepUKaHO—

Bbputanckoit (PADB) knaccuduxanuu OJIJI/ B—3penokneTounsiii peHoTun
[74,106,114,123],
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Taoauua 5
®AKTOPBI PUCKA PA3BUTHSI HEUPOJIEUKEMHUUYECKOI'O PEIIMINBA
UccaenoBarenn, | Stewart D.J.,| Kabacun B.U.,| Kantarjian H.,| Larson R.A., Livarghi A., Suncho J.-M., Goekbuget N.,
rojg 1981 1986 1988 1995 1996 2006 2006
XapakrTepucTuka
Jeiikountos (x10° r/i) > 25 + > 30 > 12 +
JIAT (E/0) > 600 > 600 > 450 > 1000 +
MenuacTuHaJbHas + +
OMyX0J1b
JKCTpamMeayJasipHoe + + Bulky
nopakeHue disease
Mopdo.iorus OHJT' L3 L3
NmmyHnodenorun B T T-OJIJI T-OJIJI
B-OJIJI B-OJIJI
HLA-DR'CD34"
Ph xpomocoma +
IpoaudepaTuBHbIi >/=14%
HHJIEKC
TpaBmaTnueckas +
JIIOMOAIbHAS MYHKIUS
D (EJ/n) > 85 > 80
I'emoro6un (r/m1) > 100
Kpearunuun >1,4
POudpHHOTreH > 10
KiieTouHOCTH KOCTHOTO
MO03ra >95%
My:KcKoi 1m0J1 +
Bo3pacrt <20 ner +

' — ocrtplit HemudpepeHmpoBaHHbIii neiiko3; I — menoynas pocdorasza
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— T—xnerounslii penotun [74, 114, 123],

— nammune Ounanensduiickoit (Ph”) xpomocomer [114, 147],

— skcnpeccust CD56 Ha 6mactax (CD56") [157];

V. nanuuue 61acmoé 6 1uxeope 8 MOMEHM OUACHOCIUKU:

—MHC2, IIHC3 [38, 117, 126, 206];
— TJIIT' [38, 69, 74];

VI. couemanue necxonvkux npusuaxos OJIJI, y komopwix cywecmayem
KOppenayusl ¢ 603HUKHOBEHUEM HEUPOIeUKeMUU:

— JIAT" + Beicokwmit nponudepatuBHbiii nHAEKC [106];

— UHJEKC pucKa Helposelikemuu (Bo3pact Mmenee 20 + neiikouuTos +
CIUICHOMETanusi + MYyXCKOW mon + numdaneHonaTuss + yBeJIUYEHUE
cpenoctenusi) [10];

— T—OJIJI + neiikonuro3 > 100x10°/1 [153];

— T-OJUJI + ne#ikouuto3 + nuMdazeHonaTuss + CIUICHOMETAIUs
(nmeiikemusi—numdoma) [71];

VII. omcymcmeue npogpunaxmuxu neuponevikemuu [143].

Ilpu oonogpaxkmopnom amnanuze c puckom nopaxenus [HC
acCOLIMMUPYIOTCA Takue (GaKTophbl, KaK:

— BBICOKHM YPOBEHb MOUYEBOU KUCIIOTHI;

— BBICOKHUI ypoBeHb (prOpUHOTeHa;

— BBICOKHMI YpOBEHb OMIIMPYOUHA;

— BBICOKHI ypoBeHb 1IenoYHon pocdarassi;

— KJICTOYHOCTBh KOCTHOTO Mo3ra 6oiee 95% [106, 180].

Koppensiusa BeicOKOro KpeaTuHMHa W 1esnodHou ¢ocdarasel ¢ [[THC
00JIE3HBIO MOXKET OTpa)kaTh CYOKIMHUYECKOE MOPAKEHHUE MEUECHH M MOYeK
M, COOTBETCTBEHHO, MPEIPACIOJIOKEHHOCTh K JKCTpaMEeAYJIIPHOMY
nopaxenuto [106].

Ilpu mnozogpakmopnom amanuze B KayecTBe (PaKTOpPOB pPHUCKA BO-
Brneuenus [{THC kBanudunupyrores:

— BbIcokui ypoBens JIJII' (>600 EJI/n [106], > 1000 E/I/n [167]);

— BBICOKHMH JIEMKOLIUTO3 KPOBH;

— BBICOKHM MpoaudepaTuBHbIN UHICKC;

— 3KcTpaMenysapHbie nopaxenus [106, 180].

OcTaHoBuMCsl MOIpOOHEE HA KOHKPETHBIX (haKTOpax pUCKA pa3BUTHUS
HEUPOJIECUKEMUYECKOT O PELUINBA.

Bo3pacm nayuenma. — Cauraercs OJHUM U3 BaXHEHIMX (HakTOPOB
pucka pa3Butusa Heuponeiikemun [49, 144, 149]. Ormeuaercs Oonee
BBICOKAasi YacTOTa BO3HMKHOBEHHUS HEUPOIEUKEMUYECKOTO pElUanBa Y
JeTeil, yeM y B3pocibiX. B HEKOTOpBIX HCCIENIOBAaHUSX IOKA3aHO, YTO
4acToTa pa3BUTHUSI HEUPOIEHMKEMUYECKOTO peluIuBa y O0JIbHBIX MOJoxke 20
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neT 6e3 mpoPMIaKTUKKA HEHPOJIEHKeMHH BbILIE, YEM B APYTHMX BO3PACTHBIX
rpynmax [180].

UccnenoBanne MRC UKALL X u XA yCTaHOBWIO, 4TO IPU JICUYEHUU
MalMeHToOB OT roaa g0 60+ mo oAHOMY MPOTOKOJIY B Pa3HbIX BO3PACTHBIX
rpynnax CyIecTBEHHBIX pa3jIMyuil B YaCTOTE HEUPOJEHKEMUUECKOTO
peuyanBa HeT. bbuUM  MoOdydeHBl ClEAYIOLIME JIaHHBIE O YacToTe
HEHPOJEHKEeMHUECKOTO PEeLUIMBa B 3aBUCHUMOCTH OT BO3pacCTa:

—ot 1 roga 1o 9 ner — 7%,;

—ot 10 netr no 14 aet — 6%;

—ot 15 ner 1o 19 aet — 5%;

—ot1 20 1o 39 ner — 4%;

— o1 40 net u crapue — 7% [43].

Imuuueckan NPUHAONEHCHOCHb. — Ponb SMHUYECKOU
NpUHAaonedcHocmu B BO3HUKHOBEHUU HEHPOJEHKEMHUYECKOTO0 peluIuBa
M3ydallach B MHOTOLIEHTPOBOM MCCJIEI0BaHUU, TTpoBeiIeHHOM G.A. Omura ¢
komteramu  (1994). Yactora HeilponeilkeMHUYeCKOro  peuuauBa y
eBpoaMepuKkaHieB coctaBuna 17,6% (9 genosek u3 51), y HeeBpoamepu-
KaH1eB — 54,6% (6 yenoBek u3 11) [143].

Hanuuue 61acmoe 6 nuxkeope npu yumose menee 5/MK1 6 MOMEHM
ouaznocmuku. — VIMeloTcs NPOTUBOPEUMBBIE JaHHBIE OTHOCHTEIBHO
3HaueHus1 OOHapyKeHHsI 0J1aCTOB B JIMKBOpPE IMpHU LUTO3e MeHee S/MKi. [Ipu
oocnenoBanuu 1544 nereit ¢ OJIJI u3 rpynnsl NpoMEXyTOYHOTO PUCKA B
MOMEHT JUArHOCTUKH OJIacTbl B JIMKBOpPE NpH IuTO3e < 5/MKI ObUIM
3adukcupoBanbl y 6% OonbHBIX. B HccienoBaHuu He OBLIO YCTaHOBJIEHO
pasIuYMii B 4acTOTE HEHpPONEHMKEMHUYECKOro peuuanuBa U BBDKUBAEMOCTH
MEXIY ATOM rpyNIoi NalueHToB U IPYIION AeTeil, He UMEBIIMX OJacTOB B
nukBope [201].

AHanoruyHble JaHHbIE MPEACTaBICHbl [ 011AHOCKOU  0emcKoll
onxonoeuueckou epynnoti (Dutch Childhood Oncology Group — DCOG):

— KyMYJIITUBHAs 4YacToTa HeWponeiikemuuyeckoro peuuausa npu LHHC1
— 5%, ipu HTHC2 — 7%;

— OeccoObiTuiinas BebkuBaeMocTh npu LIHC1 — 70,3%, npu LTHC2 —
66,7%, (pa3HuIla CTATUCTUYECKU HE JOCTOBEPHA).

B sToMm nccnenoBanuu He ObUTO BBIABIEHO HeratuBHoe BiusgHue [THC2
HAa YacTOTy HEWpOJIEMKEMUYECKOTO0 peuuauBa HU  OecCOOBITHITHYIO
BBDKMBaeMOCTh [192].

ITo nanueiM H.H. Mahmoud c coaBtopamu (1993), nHanmuuue y mna-
LMEHTOB OJIACTOB B JIMKBOPE MPHU IIUTO3€ MEHEEe S5/MKII YyBEJIMYMBAET PUCK
HEHPOJEHKEMHUECKOTO pelUIuBa U TpeOyeT MPOBEACHUS JOMOIHUTEIbHON
Tepanuu [126].
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Uccnenosanue BFMG (Berlin—Frankfurt—Miinster Group, ['epmanusi)
HE BBISIBUJIO Y JIeTel BIUSHUS HaJIU4us 0J1aCTOB B JIMKBOPE MPHU KOJIMYECTBE
JEHKOLIMTOB MeHee S5/MKJI Ha oOlIyl0 0eCCOOBITUIHHYIO BBIKMBAEMOCTDH IO
CpPaBHEHMIO C TPYMION MalMeHTOB 0e3 0JacTOB B JIMKBOPE, MPH YCIOBHHU
MPOBEJACHUSI  JBYX  JOMOJHUTEJIBHBIX  WHTPATEKAJIbHBIX  MHBEKIIHI
METOTpeKcaTa B MEpBOM rpymnne. B To ke Bpemsi KyMyJSTHBHAas 4acToTa
HEUPOJICMKEeMUYECKOT0 PEIUIuBa B 3TOW TPYIIEe MAllMEHTOB ObLIa BHIIIE
[38].

E. Vilmer c¢ coaBropamu (2000) omnyOiMKOBaJIM — Pe3yJdbTaTh
ucciuenoBanust EORTC, noarsepausine Biusinue [[HC2 Ha BRKMBAEMOCTh
1 4acTOTY HeWposeikeMuyeckoro perauausa [206].

JlaHHBIX O 3HAYEHUW HaJIW4Ms OJIACTOB B JIMKBOPE IPH IIMTO3E MEHEE
5/mxa y B3pocibix 60ibHBIX OJIJI B M3ydeHHON HAMU Hay4YHOU JTUTEpaType
HeT.

Buvicokuu neiikoyumo3s kposu. — HekoToppIMu aBTOpaMU, HAIpUMED
S.Paviovsky ¢ komneramu [144], BbICOKMN JIEHKOLMTO3 paccMaTpUBaeTCs
KaK OCHOBHOM (DakTop prucka BOSHUKHOBEHUS HEHPOJIECHKEMUN:

— KOJIMYECTBO JIeHKoImToB > 12,5x10°/1 [123];

— KOJIMYECTBO JIeHKOIHUTOB > 25x10°/1 [180];

— KOJIMYECTBO JieiikormToB > 30x10°/m [114];

— KOJIMYECTBO JIeHKOnuTOB > 50—100x10°/1 [41];

— KOJIMYECTBO JieiikonuToB > 100x10°/1 [190].

B 10 e Bpems, cyumectByioTr uccienoanus [106, 143], He mnoxn-
TBEP)KJAIOIINE BIUSHUS OTOr0 TOKazaTelsl Ha HEHpoJeNKeMUYeCcKui
peunaus npu OJII.

Yposenv pr-mukpoznobynuna e cvieéopomke Kpoeu. — Hexotopsbie
UCCJIEeIOBATENN CUUTAIOT, YTO YPOBeHb [r—-MUKPO2N0OYIUHA 8 CblBOPOMKeE
KpOBU MOXET CBUAECTEILCTBOBAThL O BeposTHOCTH nopaxkenus [{HC:

— B IpyMIe ¢ ypoBHEM [J,—MUKPOIJIOOYJIMHA B CHIBOPOTKE BBIIIEC 4 MI/J
nopaxenue [{HC Bozaukio y 34% 6onpHbIX (10 uenoBek u3 29);

— B IpyIIe ¢ YpoBHEM [,—MUKPOIJIOOyJIMHA B CHIBOPOTKE HIDKE 4 MI/I
Heliposeiikemus 3adukcupoBana y 17% mnarmuentoB (20 uenoBek u3 115)
[49].

B—3penoknemounwviii OJI/l. — Tlaunentsl ¢ B—3penoxknemounvim OJIJ1
MMEIOT BBICOKYIO BEPOATHOCTh HEHPOJEHKEMUUECKOTO peluanBa (pa3BUTHS
M30JIMPOBAHHOTO HEHUPOJICMKEeMHYECKOTO0 pPEIUIuBa WIM B COUYCTAaHHH C
KOCTHOMO3TOBBIM PEIUINBOM), 4acCTOTa HEUPOJIECHKEMUUYECKOTO peluaInBa
0e3 mpodunaktuku Hedponeiikemun — 100%, 1Tpu  npoBenICHUH
NpopUIAKTUKA HEUpOJCHKeMUH BeJIWYMHA TIOKa3aTels HaXOIUTCS B
npenenax ot 17% no 57% [66, 89, 193].
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T—knemounwiii OJI/I. — HeilponekeMUYeCKUN peNUIuB, MO JaHHBIM
D.Hoelzer (2002), Bo3nukaet y 10% mnamuenToB ¢ 3tum Bapuantom OJLJI,
HeCcMOTps Ha npoBoauMyto npodpunaktuky [{HC nopaxenus [90].

R. Bassan ¢ coaBtopamu (2005) mpuUBOAMUT CIEAYIOIIUE TAaHHBIC O
yacrore mnopaxenus [HC mnpu T-OJIJI: wyactora uU30JUPOBAaHHOIO
HEHpPOJEeHKEMHYECKOTO penuanBa COCTaBIISICT 8%, yacToTa
KOMOMHUpPOBaHHOTO peunaua gocturaer 10% [32].

JlanHbie 0 3aBUCUMOCTH 4acToThl nopaxkenus [IHC B MomeHT nuarnosa
ot BapuanTta OJIJI npuBenens! B Tabaune 6.

@unadenvpuiickaa xpomocoma (Ph*). — Hanmune dunanensduiickoit
XPOMOCOMBI HEKOTOPBIE aBTOPHI PACHEHUBAIOT KaK (PAKTOp BHICOKOTO PUCKa
BO3HUKHOBEHUs Heuponerikemun [106, 111, 114, 156]. BepositTHOCTH
nosiBnieaust “I{HC—0one3nn” B TeueHue roaa y B3pocibix 60abHbIX OJUI C
Ph" xpomocomoii, o cemenusamu H.M. Kantarjian ¢ coaropamu (1988),
cocraisieT 21% [106].

B xone ananmusza pesynbratoB jedeHust 0onabHbIX OJIJI mmatuHHUOOM,
BeITIOTHEHHOTO H. Pfeifer ¢ coaropamu (2002, 2003), oGHapyxeHa
BBICOKAsl 4acTOTa pa3BUTHs Helpolieiikemuyeckoro peuuausa — 24% (12
yenosek U3 50) — y maumeHToB ¢ Ph', KOTOpBIM He MpoBOAMIACH TIPOQU-
JaKTUYecKas JiyueBasi Tepanusi, B TO BpeMs Kak B rpyIre u3 29 maimueHTosB ¢
Ph" XpoMocoMoii, MOMyunBIINX KpaHHANBHOE OONydeHHe, HelponeiKkeMus
3adukcupoBaHa He Obuia [146, 147].

AHanu3 ypoBHsS HMaTMHHMOA Me3WiaTa B JIHMKBOPE Yy MAllMEHTOB,
MONyYaBIIMX  MOHOTepanuio 1o mosoxy Ph'  OJIJI, moxaszan
cyOTepaneBTHYeCKHE YpOBHU Tpemnapata. KoHueHTpauus umatuHubOa B
nukBope cocrtaBuina 1,1-1,5% oOT KOHIEHTpauuu B CBIBOPOTKE. ITO
CBUJETENBCTBYET O  IUIOXOM  [POHUKHOBEHHMM  IMIpenapara  yepe3
remarodHIedanmnueckuit 6aprep [147, 189].

CD56". — Tlo mammeIM F. Ravandi ¢ coapropamu (2002), “ITHC
nelikeMuss B TedeHHme Oone3Hn” Bo3HHMKaeT y 31% marmenTtoB ¢ CD356"
[157].

Buicokuit nponugepamusnuiii unoexc. — B xadyectBe (pakTopa pucka
H. Kantarjian ¢ coaBtopamu (1988) paccmarpuBaeT  6wicokuii
npoaugepamuenviii. unoekc  S+Go,M > 14% [106], k coxalcHUIO, Y
OOJIBIITMHCTBA TAIIUEHTOB HET BO3MOXKHOCTH €T0 ONPEACIIUTh [75].

Tpasmamuueckan nwmoéanrvhana nyukyusa. — B neamatpun B
nocieanue roawvl (A. Gajjar ¢ coaBropamu, 2000) TJIII paccmaTpuBaeTcs
kak (akrop pucka [69]. B kadecTBe caMoCTOSTEIBLHOTO (akTopa pucKa
penuanBa y B3pOCHbIX ManueHToB 7JII1 Oblna mpu3HaHa Ha KOH(pepeHUuu
AmMepukaHckoro obmiectBa remarosioruu (American Society of Hematology,
ASH) B 2006 roxy [80].
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Tabauua 6
BJIMSIHUE BAPUAHTA OJI)1 HA YACTOTY INNOPAXKEHMUSA ITHC
HccaenoBanue I'on Yacrora HeHpoaeHKeMUH Yacrora HelpoIeHKEMUYECKOr0
(Bemymmid nyoIMKaunu B MOMEHT JUArHOCTUuKHU (%) eauauBa (%)

HCCJIe0BaTeb) pe3yJbTaToB Precursor-B B-OJIJI T-OJIJI Precursor-B B-OJIJI T-OJIJI
Hoelzer D., Gokbuget N.[90] 2002 HJT 13,0 8,0 HJT 10
Bassan R. [32] 2005 3,0 18,0 8,0 1,6 20
Sancho J.-M. [167] 2006 mpo-B — 1,5 11,3 7.3

obmmit (common) — 0,48

Lazarus HM.' [117] 2006 obmmii (common)+mpe—B — 4,4 6,9 9,6

' — nipu pyrux BapuanTax (GupeHoTunMUecKnii, mpo—B, peaxue BapuanTsl) — 3,3%
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[IpoBenennsiii creuuamucTaMu u3 Memduca HCTOPUYECKHA aHANU3
(2000) mpomemoHcTpupoBan HeratuBHoe BiusHue TJIII B coueranuu c
HanuaneM OmactoB B ukBope (TJIIT) Ha 6eccOOBITHITHYIO BEKHBAEMOCTD U
PHUCK HEMPOJEUKEMUUECKOTO peruauBa [69]:

— MATWIETHSS KyMYJIATHBHAs 4acTOTa HEMPOJEUKEMUYECKOTO PEUANBA
6onbubIX ¢ [ITHC1 — 11%, y 60mbabIX ¢ TJIT — 32 %;

— nsaTwieTHAs 0eccoObiTuiiHas BbpkuBaeMocTh npu LIHC1 — 77%, npu
TJIT - 60%.

OTu AaHHbBIE ObUIM TOATBEPXKACHBI ucciaenoBarensimu BFMG (2003). B
rpynne nanuentos ¢ TJIIT BennunHa 6eccOOBITHIHON BHIKMBAEMOCTH ObLIa
Huxe (73%), yem B rpynne nauuentoB [HHC1 (80%) u IITHC2 (80%). OTo
oOycioBieHo 0osiee BHICOKOM 4acTOTOM HellponeiikeMuyeckoro penuansa. B
TO e BpeMs, BenMuuHa OeccoObITHiiHON BhLKMBaeMocTH B rpymme TJIIT
OKa3aJyiach BBIIIIE, 4YeM Y OOJIBHBIX C UCXOAHOU Helpoeiikemueit (50%) [38].

Heratusnoe Bnusuue  TJIIIT Ha 6eccOOBITHIIHYIO BBDKHBAEMOCTb
MOATBEPkKACHA TAHHBIMU 20IAHOCKOU 0eMCKOU OHKOIOSUYECKOU 2PYNNbL:

— GeccobbITHitHas BEKUBaeMocTs B rpynmne TJIIT cocraBuna 58%,

— B rpynne TJIIT BennunHa nokazareins nocturia 82% [192].

A. Gajjar ¢ xomneramu (2000) caenanu NpeAnoaoKEeHUE O SITPOTC€HHOM
3aHOCE OITyXOJIeBBIX KJIETOK B JUKBOpP [69]. C.H. Pui ¢ coaBTopamu (2006)
BBIIBUHYJIM JIOTIOJHUTENbHOE OOBsicHeHWe HeraTtuBHoro BiusHus TJIII nHa
3¢ (PEeKTUBHOCTH MOCIEAYIONIEeH NHTpaTeKaabHOU Tepanuu. OHO CBS3BIBAIOCH
¢ oxuM pacrnpezaenenuem jekapcets B LIHC, o0ycnoBieHHOM: reMaToMaMu
B OOUAYypalbHOM M  Ccy0apaxHOMJAJIbHOM MPCTPAaHCTBE, pyOLaMu,
cerMeHTaluei cybapaxnouaanbHoi meMOpansl [153].

BEIKMBAEMOCTh y OONBHBIX C TOBTOPHOH (depes 2448 uacos) TJIIT —
TJIT™ oxa3zanack eme Xyxke (IMTOCTATHYECKHE TPENAPaThl BO BpeMs NepBOii
moMOaabHOM  NYHKUMM  HE  BBOJAMIMCH) W Obula  aHaJOrM4Ha
COOTBETCTBYIOLLIEMY TIOKa3aTeal0 B Trpynne OOJbHBIX C HMCXOAHOU
HeWponelikemuen [69].

Brisienena BizauMocBs3b TJIIIT ¢ MCXOZHO BBICOKMM IEHKOIUTO30M,
KOTOPBIH ObLT 0OHapyxeH y 7—11% neteit ¢ OJIII [38, 69].

Pexxum Ttepanuu BFMG nupenycMaTpuBaeT NpoOBeJeHUE TpaHCPy3uu
TpoMOOMacchl mepel NepBOW JTOMOAIbHOM IMYHKIMEH BCeM JAETSIM IpH
KOJTHYeCTBEe TpoMOoImToB Metee 50x10°/1 [38].

IIpu neuenun mno mnportokony Total Therapy XV (Memduc, CIIIA)
moMOabHasi MyHKUHS BBIMOIHIETCS TOJIBKO HauOoJiee ONBITHBIMU BpauaMu U
Ha (oOHE cedaTHBHBIX IMpeEnapaToB WM MO o0Iel aHacte3uel. B cimyuae
TPOMOOIUTONEHUH TIpeaycMoTepeHa TpaHcdys3us TpomoOouutoB [153]. Ilo
MHeHuto S.G. Howard, HEONIBITHOCTh Bpaya U TPOMOOILIMTONEHUS — BaXKHbIE
¢daktopsl BozHUKHOBeHus TJIIT [94].
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[lepecmoTp moaxoda K MPOBENCHUIO JIOMOATbHOM MYHKIUU TO3BOJIUI
CYLIECTBEHHO CHU3MTh TPaBMAaTUYHOCThH MpouUeAyphl. B rpymme, coctosiei
U3 MEepBbIX 274 MalMEeHTOB, MPOJCYCHHBIX MO HOBBIM IpaBUjIaM IPOBEICHUS
nyHKImH (rtob 2000 1. — aBryct 2005 1.), yactora TJIII 66112 7,5%, TJIT —
4,8% [153], yTO 3HAUUTENBHO HWXE [AaHHBIX, MOJYYEHHBIX B pPE3yJIbTaTe
ncropuueckoro ananuza — 29% u 11% coorBerctBenHo [69, 94].

Mmuozogpakmopmnuwtit ananusz. — O6001ICHNE TAHHBIX MHO20DAKMOPHOZO
ananuza 153 OONBHBIX, HE MOJYYaBUIUX MNPOPUIAKTUKY HEHpOJIEHKeMUH,
nposenenHoro H. Kantarjian ¢ xomneramu u3z M.D. ACC (1988), no3Bosuio
BBIJICJIUTD JIBE IPYIIIbI B3pocibix 6onbHbIX OJUI:

— ¢ HU3BKUM puckom BO3HUKHOBeHMs Heuponerikemun (JIII' < 600
(E/nm), mpomudepatuBHbii uHAEKC (S+G,M) < 14%), BEposSITHOCTH MO-
paxenusa LITHC — 4%;

— ¢ ebicokum puckom pazButus Heuponeinkemuu (JIALI > 600 (EI/n),
nponudepaTUBHbIA HHIEKC > 14%), B Ipynmy BKIIOYAIOTCS MAIMEHThI C
OJHUM WU JAByMd mpusHakamu [106], BEpOSTHOCTb pa3BUTHUS HEHUPOJICH-
KEMUH B 1iepBoM ciydae — 13-29%, Bo BTopom — 56% [106].

I[lo mamneiM  C.-H. Pui ¢ coaBtopamu (2006), netu ¢ T-OJIJI u
nefikommramu >100x10°/1 MMEIOT OTHOCHTENBHO BBICOKH IOKa3aTelb
YETBIPEXIETHETO KYMYJISTUBHOTO HeWposieiikeMuyeckoro pernuansa — 16,3%
no cpaBHenuto ¢ 11,7% [153].

@dakTopbl pHUCKAa HEUPOJIEUKEMUYECKOTO peUuuBa B OCHOBHOM
COBMAAAOT € (haKTOpaMu pUCKa KOCTHOMO3TOBOTO pEUUAMBA, MOITOMY B
OOJBIIMHCTBE TMPOTOKOJIOB HUCIOJIB3YETCSl TPYNINUPOBKA OOJIBHBIX 10
¢dakTopam pucCKa KOCTHOMO3IOBOTO  PELHJMBA, KOTOpbIE  SIBISIOTCA
MpU3HAKaAMHU arpecCUBHOr0O TeueHusi Oonesnu. Gokbuget N. m  Hoelzer D.
OTMEUAIOT, YTO MMEHHO 3TU (PaKTOpbl BBICTYMAIOT B KaYeCTBE KPUTEPHUEB
BbIOOpa cTpaTterud MNpopUIAKTUKH HEHpoJeHKkeMHuH, 4YTo o0ecreunBaeT
aJanTaluio JICYEHUs pa3inyHbIX Ouonormyeckux nonatunoB OJIJI k pucky
[75].

[To manaeim H. Kantarjian (2000), u3 204 manueHTOB, JEYEHHBIX IO
cxeme Hyper—CVAD, nuskuii puck LIHC 6one3nun umenu 26% nanueHTos, a
HU3KUN PHUCK CHUCTEMHOro peumauBa mno D. Hoelzer B 3TON Xe rpymie
namueHToB — 22% [107].

BbIBO/IbI

Bo-niepBeIX, B pe3ynbTaTe CUCTEMHOI0 0030pa JIMTEPATYphI pa3paboTaHa
kinaccudukanus ¢akTopoB pucka ucxonnoro nopaxenus HHC npu OJLI,
CUCTEMATU3UPOBAaH KOMIUIEKC MHANKATOPpOB nopaxxeHnus: LIHC.

Bo—BTopbIX, cuctemblii 0030p AaHHBIX 16 wuccinegoBaHuii (oOuiee
KonuuyecTBO mnanueHToB — 9009) mo3Bonmil paccuuTaTh CPENHIOI YacTOTY
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nopaxxenuss [HHC B MOMEHT pauarsHo3a, a TakKe€ Ha OCHOBE aHaJIN3a
MarepuanoB 7 wuccieaoBaHuid (192 mamumeHTa) paccuuTaHa BeIUYHHA
noka3zaresns npu B—OJIJL

B—tperbux, ucxoanoe mnopaxenue [IHC sBnsercs HeOmaronpusiTHbIM
(akTOpOM IPOrHo3a pe3ylbTATUBHOCTH JICUEHUS U TPeOyeT JOMOTHUTENbHOM
Tepanuu (MHTpaTeKallbHas Tepanus +/— JyuyeBas Tepamnus).

B—4eTBEPTHIX, CHUCTEMHBIM AaHAIU3 HAYYHOW JIUTEPATYPHI IMO3BOJIUI
paspaboTtatb KJ1accu(UKAIUIO baxTopoB pHuCKa pa3BUTHS
HEUPOJIECUKEMUYECKOT O PELUINBA.

B-nsaThIX, cyliecTByeT HEOOXOAMMOCTh B BBISIBIEHUU (HaKTOPOB,
0e3yciIoBHO TpeOyromux “yaapHoro” Habopa IeWCTBUM, HalpaBJICHHBIX Ha
MpeloTBpalleHue pPa3BUTHUA HEUpONeHKeMUHU, U B OINPEACICHUH TPy
MAlMEHTOB, TOTCHIMAIbHO CIIOCOOHBIX OTBETUTh Ha Oojee “Mmsrkue”
npodunakrudeckue meponpusatus. LlenmecooOpa3Ho paccMmaTpuBaTh JaHHBIE
(akTOphl B KAUeCTBE KPUTEPUEB BBIJICICHUS IPYII, BKIIOYAIOIIHX:

1.  OONBHBIX, HYXIAOIUXCA B  MPOBEACHUM  “YCHUICHHOW
npoHIIaKTUUYECKON Teparuu;

2. TAIMEHTOB, y KOTOPBIX (peanu3ysl MPUHLUI “HE HaBpeaAHu ) MOMKHO
OTpaHUYUTHCS ““00JIerYeHHON” NpOoUIAKTUKON HEUPOJIEHKEMUN.

Takass crpatudukamus OOJTBHBIX CIOCOOCTBYET MPEIOTBPAILIEHUIO
TSOKENBIX  OCJIOKHEHHUM, CONPSDKEHHBIX C  arpecCUBHBIMU  (opMaMu
Npo(HUIIaAKTUYECKOW Tepanuu, OrpaHUYMBas YUCIO MAIMEHTOB, JJIS1 KOTOPBIX
ycuJieHHass — npoduiiakTMKa — HeillpoieilkemMuu — sBIsAE€TCA  OOBEKTHBHO
(>KM3HEHHO) HEOOXOAUMOA.

B—mectoix, auddepenuupoBanHas mnpoduiIakTUKa HeHpoJeHKeMuu
ABIIAETCS peau3allel CUCTEMHOr0 TMOAXO0Ja K PEHICHUI0 MpoOJIeMbl
MpeNIOTBpallCHUs] HeHUpoIeiiKkeMUYecKoro peuuanBa. ITO OOYCIOBIEHO
3HAYUTENBHO OOJbIIed BO3MOKHOCTHIO, [0 CpPaBHEHUIO C JPYIUMHU
cnocobamMu TpoPUITAKTUKK, Yy4€Ta OCOOCHHOCTEM OTIIENBHOr0 OO0JBHOTO,
KOHKPETHU3UPYIOIIUXCS B COBOKYITHOCTH (DAKTOPOB PHCKA.

B—cenpMbIX, Lenecoo0pa3Ho BapbUPOBAHUE CTPYKTYPhI MPOPUIAKTUKU
HEeHpOoJEeHKeMHH B 3aBUCUMOCTH OT (DAaKTOpOB puHCKa Yy KOHKPETHOIO
00JIBHOTO:

— OTKa3 OT OTAEJIbHBIX 3JIE€MEHTOB (IBYX3JIEMEHTHas MpoduiiakTHueckas
Tepanusi) Npy CTaHIAPTHOM PUCKE,

— Ha3HAYeHUE MAKCHUMAaJbHO BO3MOXKHOI0 Habopa (TpEéxdiemMeHTHas
npodunakTuyeckass Tepamnus) TpU  BBICOKOM  PUCKE  ONTUMH3UPYET
NPOPHUIAKTUUECKUIN PEKUM.
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MRC - Medical Research Council, Bennko6purtanus

NILG - Northern Italy Leukaemia Group

P — nipexHu3zonon

PETHEMA - Programa para el Estudio y Tratamiento de las Hemopatias Malignas —
[TporpamMma aJis MCCIeIOBaHUS M JICYCHHUS 37TI0KAY€CTBEHHBIX TeMonaTwid, VicnaHus

Ph — ®Gunagensduiickas xpomocoma

SWOG - Southwestern Oncology Group, CIILIA

t — TpaHCcIIOKaLUA

TCR — T Cell Receptor

Tdt — Terminal Deoxynucleotidyl Transferase

UKALL - United Kingdom Acute Lymphoblastic Leukaemia



