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Knaccuueckas aumepoma Xodxckuna (J1X) y demeti u nodpocmroe seasemcsi 00HoI U3 Haubosee Xopouio uzieuusaemvix onyxoneii. O0naxo
npu 0AUmMenbHOM nepuode HabAOCHUs Y PEKOHBANCCUCHIMO8 OMMeHAemcs NOGbLUEHUE CMePMHOCMU OM 6MOPUHHbBIX ONYX0ell, uepeopo-
BACKYAAPHBIX 3a004e6aHUN U NAMOoA02ULl cepdeuHo-cocyoucmoil cucmemol. OCHOBHYIO pONb 8 603HUKHOBCHUU OMCPOYEHHBIX OCAONCHEHUIL
uepaem ayueeas mepanus. B cogpemenvix npomorxonax aeuenus JIX y demeii u nodpocmioe nposooumcs: ORMUMU3AYUS MEPaniu 6 3a6u-
CUMOCMU OM 2PYNN PUCKA U OUEHKU PaHHe20 0meema Ha UHOYKYUOHHYIO Mepanuto 045 MAKCUMANbHO0 YMEHbULEHUS] B03MOICHBIX NOOOY -
HbIX 3¢hghekmoa.

s naubonee s¢ppexmuenoeo pacnpedenenus NAUUEHMOE HA 2PYNNbL PUCKA 8 HACMOAWee 8DeMsi UCHOAb3YIOM HeCKOAbKO aKmopoe pu-
CKa, OCHOBAHHBIX HA KAUHUMECKUX, UHCIMPYMEHMAAbHBIX U Aa00PamopHbiX nokazamensx. Bedywee mecmo 6 nposedenuu cmadupoganus
3aHAAA NO3UMPOHHO-IMUCCUOHHAs momoepaghus. CogpemerHble n00X00bl duasHocmuKy u nevenus JIX mpebyrom npogedenus MyabmuleH-
MpP0OB020 UCCACO08AHUS C UCHMPANU0EAHHBIM NEPECMOMPOM 2UCMON0UHECKUX NPENapamos U 6U3yaiu3auuu 0 ONMUMU3auuY mepanuu
y demeil u nOOPOCMKO8.

Karouesvie caosa: aumgpoma Xodxckuna, demu, nodpocmiu, nO3UMPOHHO-IMUCCUOHHAS MOMO2paUsl, PAHHUI Omeem, ny4eas mepanus,
MOKCUHHOCMb, 8MOPUHHbIE ONYXOAU
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Classical Hodgkin’s lymphoma (HL) in children and adolescents is one of the most well-cured tumors. However, during a long period
of follow-up, the death rate from secondary tumors, cerebrovascular diseases and diseases of the cardiovascular system is increased in
the reconvalescents. Radiation therapy plays a major role in the occurrence of delayed complications. Modern protocols for the treatment
of HL in children and adolescents optimize therapy depending on risk groups and the level of the early response to induction therapy in order
to minimize the number of possible side effects.
Nowadays for the most efficient allocation of patients to risk currently there are several risk factors based on clinical, instrumental and
laboratory indicators. The leading place in the staging took positron emission tomography. Modern approaches to diagnosis and treatment
of HL require a multicenter study with a centralized revision of histological preparations and visualization data to optimize therapy in
children and adolescents.
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Bgenenue 19 net B ron [2]. 3abosieBaHnEe BCTpeyaeTcsl BO BCEX BO3-
Knaccuueckass nmumpoma XomkkuHa (JIX) — 3To  pacrax 3a MCKIIIOYEHUEM AETel MepBOro roja U peako —
370KayecTBeHHOe  JuM@ouaHOe  HOBOooOpa3oBaHUe A0 S-jeTHero Bo3pacra [3]. 3aboneBaeMocth JIX y geteit

B-KkJ1eTOUHOTO TIPOMCXOXIEHMSI, COCTOSIIIIEE U3 OMHOSIIEP-
HBIX KJIETOK XOIKKMHA, MHOTOSIACPHBIX KJIETOK Pum—
[repHGepra, OKpyXeHHBIX MHPUIBETPATOM M3 HEOITyXO-
JIEBBIX MEJKUX JTUM@POLIUTOB, 203MHO(MUIOB, HERTPO(DU-
JIOB, TUCTUOLIMTOB, TJIa3MaTUYECKUX KJIETOK, (hudpobdia-
CTOB U KOJIJTar€HOBBIX BOJIOKOH [1].

ITo mannbiM National Cancer Institute, 3aboseBae-
mocTb JIX coctaBnser 1,2:100 000 neteit 1 MOAPOCTKOB A0
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(0—14 ner) cocrasnsert 0,42—0,6:100 000 1 y mOAPOCTKOB
(15—18 ner) — 2,97—3,2:100 000 [4—6].

Hnst auarHoctuku JIX HeoOXoauMMo IIpoBeaeHUE
Oouoncum nmopaxeHHoro aumdarudeckoro ysna (JIY) uan
€ro KOHIJIoMepara C IOCIeIYIOIIMMK THCTOJIOTMYECKUM
¥ IMMYHOTHCTOXUMHWYECKUM MCCIICTOBAHUSIMMA.

OmnyxosieBbIM cyoctpatoM JIX SBISIOTCS  KJIETKH
XomxkuHa u Pun—IITepHbepra (XuPILLl), konnuyecTBo
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ux B onyxosiu coctasisieT 0,1—10 %. I[1pu UMMYyHOTHUCTO-
XUMMYECKOM uccaenoBaHuu kiaetku XuPII CD30-mo3u-
TUBHBI TIPAaKTUIECKU BO Bcex caydasx, CD15-mo3uTuB-
HBI B 60JIbIIMHCTBE (75—85 %) ciyuaes. B 95 % ciyuaes
kiaetku XuPIL skcnpeccupyior PAXS5/BSAP, yto mon-
TBepxKHaeT nx B-xierounyto npupomy. [cromormaeckmit
BapuaHT JIX 3aBUCHT OT CTPYKTYPhI peaKTUBHOTO MUKPO-
OKpYXeHUs (KJIeTOUHOoro coctana) (tadm. 1) [1].

Tabmuua 1. Kpamkas xapakmepucmuka eucmonoeuvecKux 6apuanmos
Kkaaccuueckoil JIX

HonynsipHblii
CKJIEpO3

XapakrepusyeTcst HATMINEM KOJIJTAT€HOBBIX TSI~
Xeit, a Takxke kietok XuPII jakyHapHOro tura

BapuanT, npu kotopom kiietku XuPIL pacces-
HbI Ha (hOHE BOCTTAJINTEIIEHOTO HEOITYX0JIEBOTO
uHWIBTpaTa. MoXeT HOCUTh ANbdY3HBIN
WJTM HOZYJISIPHBII XapakTep, HO 6e3 TIPU3HAKOB
Gbubposa

CMelaHHO-KJIe-
TOYHBI/A BApUAHT

Knerku XuPILL paccesinbl Ha hoHe auddysHoro

JIumbounnHoe WJIN HOLYJISIPHOTO MUKPOOKPYXeHUs1. MUKpo-
npeobaagaHue OKPYXEHUE COAEPXKUT MeJIKUE TUMMOLUTHI,
HEUTPOMUIBI U 303MHOMIIIBI OTCYTCTBYIOT
JuddysHbiii moaTun kiaccuueckoii JIX, 6ora-
JlumbounnHoe ThIif Kiietkamu XuPLL vi/vnu GemHbIil Heorryxo-
HUCTOLICHUE JieBbIME JIuMboumTamu. Berpeyaetes B < 1 %

Bcex cimydaeB JIX B cTpanax 3amana
|

Table 1. Brief characteristic of histological variants of the classical HL

Characterized by the presence of collagen
strands, as well as lacunar type of Reed—
Sternberg cells

Nodular sclerosis

A variant in which Reed—Sternberg cells
are dispersed against the background of
inflammatory tumor infiltration. May be diffuse
or nodular, but without signs of fibrosis

Mixed cellularity

Reed-Sternberg cells are scattered against
the background of diffuse or nodular
microenvironment. The microenvironment
contains small lymphocytes, neutrophils and
eosinophils are absent

Lymphocyte rich

Diffuse subtype of classical HL, rich in Reed—
Sternberg cells and / or poor in non-tumor
lymphocytes. Occurs in < 1 % of all LH cases in
Western countries

Lymphocyte
depleted

OnpeneneHne rpynm pucka

s oripeneseHus rpyInbl puckKa U Ha3HAYeHUS PUCK-
aganTUpoBaHHOM Tepanuu npu JIX HeoOXoIMMO aieKBaT-
Hoe cragmpoBaHue. OTpenelleHNe CTaauy 3a00JeBaHUS
MpoBOAUTCS Mo cucreme DHH-ApoOop (Kotcyonmekuii
IIepecMOTp CTaAMpPOBaHUs, IIPUHSATOTO Ha KOH(MEPECHIINN
B DHH-ApOOp) (Tabd. 2).

TEMATOJIOTM u OHKOJIOT MU

Taomauma 2. Komcyoadckuii nepecmomp Kaaccugukayuu, npuHamol Ha
KoH@epenyuu 6 Iun-Apoop

I BogiieueH enuHUYHBIN TMMbaTIIeCKUI
pervoH/nmumdarnyeckas CTpyKTypa

I BogieueHo 2 uiu 6ojee TMMATAIECKUX
PETHOHOB TI0 OIHY CTOPOHY auadparmbl

1 BogieueHue 1uMbaTUUeCKUX pErMOHOB/
CTPYKTYD TI0 00€ CTOPOHBI AradparMbl

v DKCTpaHOJAJIbHOE MOPaXKEHMeE,
KpoMe 0003HaueHHOTO JInTepoil E

Jlonoanume.asnoe onpedeaenue
A OrcyrcTBue B-cumriroMoB

XoTs1 ObI OJTHO M3 CIICAYIOIIETO:
- HeoObsICHNMast TIoTepst Macchl Tenta 6omee 10 % 3a

B mpouee 6 Mec
- HeoOBsICHUMAs TMxopazka Beiiie 38 °C
- MIPOJIMBHBIE HOYHBIE MTOTHI
BogiieueHne 3KCTPaHOIATBHOTO yIacTKa,
E TIPUJIETAIOIIETO K BOBICYEHHOMY JTMM(DaTUIeCKOMY

peruoHy

Table 2. The Cotswold’s modification of the Ann Arbor staging classification
for Hodgkin’s lymphoma

1 A single lymph region is involved/lymphatic structure
2 or more lymph regions are involved on one side
11 :
of the diaphragm
Involvement of lymph regions / structures on both sides
111 -
of the diaphragm
v Extranodal involvement, except as indicated by E
Additional definition
A Absence of B-symptoms

At least one of the following:
- unexplained weight loss of more than 10 % over

B the past 6 months
- unexplained fever above 38 °C
- night sweats
E Involvement of an extranodal site adjacent

to the involved lymphatic region

o HemaBHero BpeMEHU CTaHIAPTHBIMM METOJAMU
IUIST CTaIUPOBAHUSI CUMTAINCH HAaHHBIE KOMITBIOTCPHOM
Tomorpaduu (KT) ¢ KOHTpaCTHBIM YCUJIEHHEM U MarHUT-
Ho-pe3oHaHcHo# Tomorpadun (MPT), nomomHeHHBIE
TPEMaHOOMOIICUEN KOCTHOTO MO3ra U MPU HEOOXOAUMO-
CTU cLIMHTUTpadueil ckenerTa.
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B HacTosiiee BpeMs cTaHAapTOM 00C/IEeIOBaHUS MPU
JIX dgBngeTcs TMO3UTPOHHO-PMMCCUOHHAS TOMOTpa-
dust ¢ "BF-baroopoae30KCUTITIOKO301, COBMEIEHHAs!
¢ KT (IT9T/KT). Ipu cpauenuun [OT/KT ¢ npyrumu
metomamu Busyanusauuu (MPT, KT, yabrpazBykoBoe
HCClIe0OBaHUE, CIIMHTUTpaduUs KOCTeil ckeneta) U Tpe-
MaHOOMOIICUEeNl KOCTHOTO MO3ra ObUTIO MOKa3aHO, YTO
u cneruduaHocth (96,5-98 % mnporus 77-87,5 %),
u gyBCcTBUTENBEHOCTE (99,6—100 % mpotuB 60—98 %)
y [IDT/KT Breimie [7—9]. [IDT/KT Ha sTane AnarHocTH-
KU TIO3BOJISIET TOYHEE OTMIPEIETUTh BOBJICUEHHBIE B OITyXO-
JIEBBII TIpoliecc 00JIacTh, a CIEAOBATEIbHO, OMPENEIUTh
craguto, oobeM xumuo- (XT) u syueBoit (JIT) Tepanum.
B psne nccnenosanmii y B3pocibix nanusie [19T/KT mo-
3o Moaudurposath JIT y 30 % mamnueHToB B OC-
HOBHOM B CTOPOHY yBeJIM4YeHUs 00beMa 00ydeHust. Kpo-
Me Toro, 3HaueHue npomexyrouHoit [19T/KT ssusercs
BaKHBIM MTPOTHOCTUYECKUM (pakTOopom [9—11].

OnHako OleHKAa HAKOIJICHUS TJIIOKO3bI ITPU 9TOM Me-
Toze SBJsIeTCS CyObeKTUBHOM. [IpoBeaeHHOE nccnenoBa-
HUE, B KOTOPOM 5 HE3aBUCUMBIX IKCIIEPTOB OLIEHUBAIN
pesynwratel [IDT/KT mo S5-6amneHoil mikame Deauville
nociie 2 61okoB OEPA (BUHKPUCTUH, 3TOMO3UM, Mpel-
HM30JI0H, TOKCOPYOUIINH), TTOKAa3aJi0, YTO TOJBKO B 42 %
CJTy4aeB COBMNAIU PE3YJbTaThl Y 2 3KcnepToB [12]. Takum
00pa3oM, CTAaHOBUTCS MOHATHON HEOOXOAUMOCTh CO3/1a-
HUS pedepeHC-1LIEHTPOB 0 MEePeCMOTPY BU3YyaIU3ALUU
6osbHBIX JIX.

B3pocnble manmneHTs ¢ paHHUMU U TIPOJBUHYTHIMU
craguamu JIX nmenstcss Ha OOJBHBIX C OJIaroNnpUsTHBIM
1 HeOJIArONMPUATHBIM MMPOTHO30M B 3aBUCUMOCTH OT Ha-
Jnuust (pakTopoB pucka. IS paHHUX cTaauii 3a0oJieBa-
HUST TIPOTHOCTUYECKUE XapaKTePUCTUKU TIPEACTABIICHBI
B TabJ1. 3. [11s1 IPOABUHYTHIX CTAIUI Y B3POCIIbIX MALIUEH-
ToB ¢ JIX mpumeHseTcs MexayHapoJHbIi TPOTHOCTUYE-
ckuit uHnekc (International Prognostic Index, IPI), B ko-
TOPOM YYUTHIBalOTCS 7 mapamMeTpoB. Kaxablii mapamerp
CHUXKAET S5-JIeTHIOK o01Iylo BbXKMBaeMocTh (OB) Ha
8 % (tabu. 4) [13]. Uccnenosatenbekas rpymma Children’s
Oncology Group (COG) pa3paboTajia aHaJIOTUUHBI TTPO-
rHoctuyeckuii unaexc (Childhood Hodgkin International
Prognostic Score, CHIPS) nnst neteit 1 mogpoCcTKOB 110
22 JeT ¢ MOPOMEXYTOYHBIMU CTaIUsIMU 3a00JIeBAaHUS
(ucxmmouas cragum I/IIA 6e3 maccuBHoOU omyxonu, 111B
u IVB) (tabia. 5). Bce maiueHTsl oydand OJUHAKOBYIO
tepanuio — 4 61oka ABVE-PC u JIT B nmose 21 Ip. bec-
cobbiTuiiHas BekuBaeMocTh (BCB) uepes 4 ropa i ma-
unentos ¢ CHIPS 0 cocrasisuta 93,1 %, wiss CHIPS 1 —
88,5 %, mnss CHIPS 2 — 77,6 %, ms CHIPS 3 — 69,2 %.
CHIPS 4 6bu1 y nauuentos ¢ [VB cranueii, kotopsie He
BXOAWIN B aHaiu3. [JJaHHBIN MMPOTHOCTUYECKUI WHIEKC
HeJIb3s] UHTEPIIPETUPOBATH IS MTAllUEHTOB CO CTAAUSIMU,
HUCKIIIOUEHHBIMU U3 WCCJICNOBAHUSI, U MOJYYaIOlIUX Te-
panuto no apyruM nporokojiam. CHIPS moxHo ucnosb-
30BaTh B KaU€CTBE AOMOJHUTEIBHOTO (hakTopa IS KIU-
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HUYECKUX HcciiefoBaHuiA. B cOBpeMEHHBIX MPOTOKOJIaX
st nedenust JIX y neteit oOCHOBHBIMU (DaKTOpaMM pucKa
SIBJIAIOTCS CTaaus 3a00J1€BaHus, Hau4ne B-cMMITOMOB,
3KCPaHONAJIbHBIE TTOPAXKEHNS, CKOPOCTb OCENaHUs 3pU-
TPOLIUTOB, O0BEM MEPBUYHON OIMYyXOJU U OTBET Ha Tepa-
nuto [ 14].

Tepanus u ee 0CJI0KHEHUS

V nereit u noapocTkoB JIX sBisieTCs OQHOU M3 Hau-
OoJiee XOpPOILIO HM3JIeYnBaeMbIX oryxojieil. [lo maHHbIM
KaHIEp-perucTpoB U3 19 eBporeiickux cTpaH, S-JeT-
Hue OB u BCB B 3T0i#l Tpyrine OOJbHBIX YBEIUYWINCH
¢ 87180 % B1978—1982 romax 1o 93 u 88 % B 1993—1997
ronax [4, 15]. OngHako, HECMOTpPsI Ha OTJUYHBIE PE3YIIb-
TaTbl TEpaliM, COXPAHSIOTCS TMPOOJEMbI, CBSI3aHHbIE
C MTO3IHUMMU MOOOUYHBIMU 3 PeKTaMu, — CHUXKEHUE dep-
TUJIBHOCTU Y MaJIbYMKOB, BBICOKWI PUCK BTOPUYHBIX
OMyXoJiell M CepaeuyHO-COCYIUCThIX 3aboseBaHuii. [1pu
aHajM3e J0JATOCPOYHON BEIXKMBAEMOCTH NallMeHTOB ¢ JIX,
MOJTyYaBIIUX TEPAMUIO MO MPOTOKoIaM rpynmbl Deutsche
Arbeitsgemeinschaft fiir Leukdmieforschung (DAL) ¢ 1978
mo 1995 r., 20-1eTHsIS BhDKMBAaEMOCTh cocraBuia 90 %,
u B mocneayomue 10 et ona cuusmiack 10 80 % y aeBo-
yeK 1 81 % y MaJIbuYMKOB, B TOM YHUCJIE U 3a CUYET MO3THUX
OCJIOXHEHMI Tepanuu [16].

Xumuonyuesas tepanus (XJIT) saBaseTcs ctTaHaapToM
JleyeHust neteit u moapocTtkoB ¢ JIX. B HacTosiiee Bpe-
MSI C YCIIEXOM TMPUMEHSIOTCS Pa3IMYHbIE PEXUMBI T0-
JIMXUMUOTEpanuu. BOJNBIIMHCTBO U3 HUX SBISIOTCS Jie-
pUBaTaMu elle TIEPBBIX CXeM, TPUMEHEHHBIX B JICUCHUN
JIX, — MOPP (MexsiopaTaMUH, BUHKPUCTHUH, TMpOKap-
0as3uH, npenHu3ojoH) u ABVD (moxcopybuuuH, 6ieo-
MUILIMH, BUHOJIACTUH, NaKapOa3uH). Y nMaiuMeHToB ¢ Mpo-
JBUHYTBIMU cTaausiMu JIX MOTYT TIpUMEHSIThCS U Oojiee
WHTeHCUBHBIE pexkxumbl XT [17].

Cpenu 6osibHBIX JIX, MepexXuBIIUX TepBble S JIET,
OCHOBHBIMM TIpUYMHAMU CMEPTHU SIBJISIIOTCS KakK pe-
muauBel JIX, TaK © BTOPUYHBIE OIYyXOJU, B TOM 4YHCIIE
U TO0OPOKAYECTBEHHBIE, CEePACYHO-COCYIUCThIE U Liepe-
OpoBacKyJIsIpHbIE 3a00JIEBaHUS, HEOITyXOJeBble 3a00Jie-
BaHUS pecrUpaTopHOro tpakTa u ap. [pudem JIX Oblna
npeobJaaarolei MpUIMHO cMepTH B riepBbie 10 JieT, B TO
BpeMsI KaK CMEPTHOCTb IO TPUYMHE BTOPUYHBIX OITyXOJIEH,
11epeOpOBACKYISIPHBIX 3a00JIEBAaHUI 1 MAaTOJIOTUI cepaed-
HO-COCYJIUCTO CUCTEMBI YBEJTMUUBAIACH C TECUEHUEM Bpe-
MeHU. Y 70 % TalMeHTOB 3TOM IPYIITBI OTMEYAeTCsT XOTSI
Obl OJHO XpOHUYECKOE 3ab0ieBaHue, a y 27 % — Hanudue
VHBATUIU3UPYIONIETO WIM XPOHUYECKOTo 3ab0JeBaHUS
TsKeJIon creneHu. Ha cHUXXeHue BbKMBAEMOCTU 0O0JIb-
HbIX JIX, mepexXuBIINUX MepBbIe 5 JIET, BAUSIIO HaIudue
ATKWINPYIOIINX areHTOB, AaHTPALMKIWHOB, OOJBIION
00beM 1/uiau BhIcOKasi cymmapHasi no3a (Boiie 30 Ip)
JIT [18]. [ToaTOMy BCE COBpeMEeHHBIE MCCIeIOBaHUS Ha-
MpaBJIeHbI Ha OaJlaHC MEXIY coxpaHeHueM Bbicokoit BCB
¥ CHUKEHUEM CMEPTHOCTU OT OCJIOXXKHEHU I Teparnuu.

1 208 1m
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Tadmuua 3. Cmpamugukayus pucka nayuenmos ¢ pannumu cmaousmu JIX é 3asucumocmu om uccaedo8amenvckoil 2pynnvl

BogsieueHo > 3 numdaTrIecKux peruoHoB,
MacCHBHasl OITyXOJIb B CPEIOCTCHUN™,

GHSG (TepMazmz) COB 50 v/ 0 wmE COD > 30 M/
+ B-cuMITOMBI, 9KCTpaHOIATLHOE MOPAKEHHE
Bospact > 50 jieT, MacCuBHasi OIyX0Jib B CPeI0-
EORTC crenuu, COD > 50 mm/4 wim > 30 Mm/9
+ B-cumnToMmbl, > 4 HOTAIbHBIX PETMOHOB
Yckopenue COD, Bo3pacT > 45 jiet, 3KCTpaHO-
GELA (®paniust) JaIbHOE TIopakeHue, reMoraoouH < 10° v/,
siumbonunTst < 0,6 X 10°/71, My>KCKOM 11OJT
P MaccuBHas oryxoJib, B-cumnTombl
(CLLA) TyXOJTh,
NCRI .
O E MaccuBHas oryxosib**, B-CUMITOMbI

BraronpustHeiil mporHos: craaust [—11 6e3 akropos pucka
Heo6naronpustHelil mporHos: craausi [-11A ¢ > 1 ¢akTropoM pucka
wunu craaust [1B 6e3 MacCUBHO OIMyX0JIM CPeIOCTEHUS I BOBJICYE-
HUSI 9KCTPAHOIATbHBIX OPTaHOB

BraronpusTtHetil mporHos: cranust [—11 ¢ mopaxeHuem BblIliIe qra-
¢dparmbl 6e3 (haKTOpOB prcKa
Heb6naronpusrtHeiit mporHos: cragust [—11 ¢ mopaxeHuem BbIliIe 11ua-
¢parmel ¢ > 1 hakTopom pucka

BrnaronpusitHbiii mporHo3: [—I1 cragus 6e3 hakTopoB pucka
Heo6naronpusitHelii nporHos: craaus [—I1 ¢ > 1 akropom pucka

PaHHMe cTaauu = oTcyTcTBUE (hDaKTOPOB PUCKA,
MPOJIBUHYTHIE cTanuu = > | akTop prcka

PaHHMe cTaauu = oTCyTCTBUE (hDaKTOPOB PUCKA,
TIPOIBUHYTHIE CTAANU = > | (hakTOp prcka

IlIpumenanue. GHSG — German Hodgkin Study Group; EORTC — European Organisation for Research and Treatment of Cancer; GELA — Group d’Etudes
des lymphomes de I'Adult; ECOG — Eastern Cooperative Oncology Group; NCI — National Cancer Institute; NCRI — National Cancer Research Institute; CO9 — cko-
POCHIb 0CCOAHUSL IPUMPOYUUMO8; B-cumnmomvt: HeobssCcHUMAS AUXOPAOKA, HOUHbIE NOMbL, homeps maccwl meaa > 10 % 3a npoweduiue 6 mec; * — onyxoas 6 cpedo-
cmenuu > 0,35 duamempa epyoroil kaemku,; ** — onyxoab 6 cpedocmenuu > 0,35 duamempa epyoHoli Knemki, onyxons opyeoli aokaruzayuu > 10 cm 6 MAKCUMANbHOM

UsmepeHuu.

Table 3. Risk stratification of patients with early-stage HL, depending on the research group

Involved > 3 lymph regions, massive mediastinal

GHSG (Germany) tumor*, ESR > 50 mm/h or ESR > 30 mm/h +

B-symptoms, extranodal lesion

Age > 50 years, massive mediastinal tumor, ESR
EORTC > 50 mm/h or > 30 mm/HR + B-symptoms > 4
nodal regions
Increased ESR, age > 45 years, extranodal

GELA (France) lesion, hemoglobin < 10° g/I,

lymphocytes < 0.6 x 10°/1, male
ECOG/NCI (USA) Massive tumor, B-symptoms
NCRI . s
Gzt Firtetio) Massive tumor**, B- symptoms

Favorable prognosis: stage [—II without risk factors
Poor prognosis: stage I11A with > 1 risk factor or stage 1B without
massive mediastinal tumor or involvement of extranodal organs

Favorable prognosis: stage [—II with a lesion above the diaphragm
without risk factors
Poor prognosis: stage I—II with lesion above the diaphragm with > 1 risk
factor

Favorable prognosis: [—I1 stage without risk factors
Poor prognosis: stage I—II with > 1 risk factor

Early stages = no risk factors,
advanced stages = > 1 risk factor

Early stages = no risk factors,
advanced stages = > 1 risk factor

Note. GHSG — German Hodgkin Study Group; EORTC — European Organisation for Research and Treatment of Cancer; GELA — Group d’Etudes des lymphomes de
[T’Adult; ECOG — Eastern Cooperative Oncology Group; NCI — National Cancer Institute; NCRI — National Cancer Research Institute; ESR — erythrocyte sedimentation
rate; B-symptoms: unexplained fever, night sweats, weight loss > 10 % over the past 6 months; * — tumor in the mediastinum > 0.35 diameter of the chest; ** — tumor in

the mediastinum > 0.35 diameter of the chest, tumor of other localization > 10 cm in maximum dimension.

IIpo6bnema cHUXeHUsT (GEPTUILHOCTU, OCOOEHHO
y MaJIbYMKOB, TaKXe OCTaeTcsl akTyajabHOi. M3BecTHO,
YTO MpoKapOa3uH SIBJISICTCS FOHAJOTOKCUYHBIM IIpera-
paroMm [19]. KymynaruBHas mo3a mpokapOa3mHa Hampsi-
MYIO BIMSIET Ha CHMKEHHE (PePTUILHOCTU Y MaJIbuMKOB
[20, 21]. ¥ XeHIIMH TpUMeHeHMe TTpoKapOa3rHa MOBbI-
LIAeT PUCK Pa3BUTHUS IIPEXKICBPEMEHHOM HEI0CTATOYHO-

CcTU AIMYHUKOB Ha 11 % Ha Kaxabie 1,4 1/M? KyMyJIITUBHOM
no3bl [22]. UccnenoBaTenbcekas rpynma DAL B uccneno-
Banuu DAL-HD90 mokasana, 94To mpokap0a3uH MOXKET
OBITH 3aMEHEH Ha 3TOMO3MUJ B MHIYKIIMOHHBIX OJIOKax
Yy MaJIbYMKOB 0e3 moTepu 3 (HEeKTUBHOCTHU. XOTS B CIIeIy-
romem ucciegoBanuu GPOH-HD-95 (German Society of
Pediatric Oncology and Hematology — Hodgkin’s Disease)
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Tadmua 4. Mexcdyrnapoonuiii npoenocmuueckuii undexc (1PI)
Table 4. International Prognostic Index (IPI)

Bospact > 45 ner
Age > 45 years

MyxcKoii mosu
Male

AnbOyMUH cbiBopoTKH < 40 1/11
Serum albumin < 40 g/I

Temorno6un < 105 r/x
Hemoglobin < 105 g/l

Cramusa IV
Stage IV

Jleiikorros (> 15 x 10°/x1)
Leukocytosis (> 15 x 10°/1)

Jlumdonenns (< 0,6 x 10°/m mm < 8 % o611ero yncia JCHKOLUTOB)
Lymphopenia (< 0.6 x 10°/1 or < 8 % of the total number of leukocytes)

Tabmuna 5. Jemckuii mexcdyrnapoonuiii npoenocmuyeciuii undexc (CHIPS)
Table 5. Childhood Hodgkin International Prognostic Score (CHIPS)

Cramus IV
Stage [V

MaccuBHas o1yxoJib B cpenoctennu (> 0,33 nuamerpa rpyaHoi
KJIETKU)
Massive tumor in the mediastinum (> 0.33 of the diameter of the chest)

AnbOyMUH MeHee 35 /1
Albumin < 35 g/l

JInxopanka
Fever

y ManbunkoB, nmojayuaBimmx OEPA, 5-netuss BCB 6biia
JIOCTOBEPHO HIXE, 4eM Yy AeBouek, noaydaBmmx OPPA
(BUHKPUCTHUH, TOKCOPYOUIIMH, ITPOKapOa3nH, MIPeaTHU30-
soH) [23]. [Toatomy B npotokosie GPOH-HD-2002 Bce
MaJIbYUKM He TIOJTyJYaI TpoKapOa3rH: B MHIYKITMOHHBIX
ookax OEPA Obl10 moGaBieHO 1 BBeIeHME 3TOIO3MIA,
a B KoHcoymmupytomux omokax COPP (uukinodocdan,
MMpokapOa3nH, BWHKPUCTUH, IIPEIHU30JIOH) IIpoKap-
6a3uH ObL1 3amMeHeH Ha makapb6asuH (COPDAC). Pas-
Hunbsl B BCB Mexay ManbumkamMy U IeBOYKAMU B 3TOM
HuccaenoBaHuM He Obuto [24]. B cnenyloinem eBporeii-
ckom npotokojie EuroNet-PHL-C1 (EuroNet-Paediatric
Hodgkin’s Lymphoma Group) npoBoauiach paHIOMM-
zauust Ha COPP u COPDAC BHe 3aBUCMMOCTH OT TT0JIA.
Bcero obutn pangomusupoBaHbl 800 maMeHTOB, paHIO0-
MM3aIys ObUTa OCTaHOBJIEHA IIOCJIE IMPEaBapUTEIBHOTO
aHalM3a, KOTOPBI TOKa3ajl OAWHAKOBBIC pEe3YJIbTaTHI.
Bce OoJibHbBIE, BKJIIOUEHHBIE MO3XKe, Moydalu Teparnuio
o61okamu COPDAC. HecMmoTpsl Ha TIpUHSTHE pelIeHUs
00 OKOHYAaHWM DPAHAOMM3AILNM, ITaHHBIC €I «CHIPHIC»
1 OKOHYATEJIbHBIE Pe3yIbTaThl HE OIMyOJIMKOBAaHBI.

B Poccuiickoit ®denepanuu gakapoa3H BMECTO IIPo-
Kapba3uHa ycnemHo npuMmensiercs ¢ 2007 . [25].
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B nepBbie mporokoJibl ieueHus JIX Oblia 00s13aTe/IbHO
BKoueHa mupokononbHas JIT. B uccaienopanun GHSG
HDS8 y B3poclibIX, B KOTOPOM BCe TMAaIMEeHTHI ITOTydYaan
XJIT, Obu1o mokaszaHo, uto JIT TOJIbKO Ha BOBJIEYECHHBIS
MoJIsT MMEEeT TakKylo ke 3(h(GEeKTUBHOCTh KaK Tepartus
C pacimMpeHHbIM TosieM obaydyenust [26]. JIT Ha BoBie-
YEHHBIC TI0JISI B HACTOSIIIEE BPeMSI SIBJISIETCSI CTAHIAPTOM,
OIHAKO CYIIECTBYIOT HOBBIE METOIUKM, ITO3BOJISIOIINE
YMEHbILIUTh 00beM 00yyeHus1 elie oosbiie. JIT Ha BOB-
neyeHHbIe JIY 1 BOBJIeUeHHBIE MECTa MO3BOJISIET YMEHb-
LIUTh O0BbEM OOJIyUeHUSI OKPYKAIOLIMX OIMyXOJb TKaHEeM
[27, 28].

Pannue nporokoibl BKiIodanu B cedst JIT B Beicokux
no3ax (35—44 Ip). Co BpeMeHEM CTajJo0 OYEBUIHO, YTO
J103a 00Jy4eHUsI MPU KOMOMHUPOBAHHOM JIEYEHUM MOXET
ObITh HIZKe. Kpome Toro, MMEHHO OTCpOYEeHHBIN a(pdeKT
JIT gaBnsiercd onpeaensiioliMM Uisi BOSHUKHOBEHUS BTO-
puYHBIX omyxoseii. [TosiBrmIach HEOOXOMUMOCTD BBISIBUTH
TPYMIIbl MAIlMEHTOB, KOTOPHIM MOXHO OBLIO ObI YMEHB-
LLIUTb A03Y 00JyYeHUs Uiar BooOlie oTka3atbest oT JIT.

B  MyJIbBTULEHTPOBOM  HUCCJIEIOBAaHUM, IIPOBOAM-
moMm Stanford, Dana Farber and St. Jude Consortium o
1998 1., manmenTs 10 21 roma ¢ paHHUMU cTagusiMu JIX
(I m 1I, 6e3 MaccuBHOIT omyxonu, ¢/6e3 B-cummTroMoB)
nojgyyanu Ttepamuio 2 umkiamMu VAMP (BuHOIacTuUH,
MOKCOPYOMIIMH, METOTpeKcaT, IpemHu30yoH). J[lamee
OoonbHbIe, mocturive nomHou pemuccum (I1P), momy-
yanu JIT B cymmapHoit oonydarorieii nose (COM) 15 Ip;
MalMeHTHl ¢ YyacTuaHoi pemuccueit (YP) momyuamu JIT
B COJI 25,5 Ip. danee onu nmony4vanu eiie 2 mukiaa VAMP.
HecsarunetHsss bCB 6bu1a Bhie y manueHToB ¢ 1P mo-
cie 2 kypcoB VAMP, uem y 6oabHBIX ¢ YP 95 % 1 84,5 %
(p = 0,02). Craructnyecku 3HaunMoit pazHuisl B OB He
otMevanoch. OQHAKO Hag0 UMETH B BUY, 4To 30 % maru-
€HTOB B MCCJICIOBAHUM OBLIN C HOLYJISIPHBIM BapuaHTOM
JmuMdonaHoro npeobaaganusd JIX, T. e. rpynia Oblia He-
OITHOPOIHOI [29].

B uccnenoBannu y gereit GPOH-HD-95 nmanueHTs!
KaK ¢ paHHMMM, TaK U C TIPOIBUHYTBIMU CTaAUSIMU 3200-
neBaHus npu goctukenuu 1P He nonyyanu JIT. Pemuc-
cust oueHuBanach 1o 3aBepuieHuto XT. Kputepuem I1P
CUYNTAJIOCH COKpPAIlEHNE CyMMapHOTo 00beMa OIyX0JIu Ha
95 % unu 6oJjiee, HO OCTATOYHBIIA 00BEM OOpa30BaHMS He
IOJDKeH ObLT mpeBbimaTh 2 M. K 1-i1 TepaneBTHYecKoOi
rpymniie (TT'1) orHocwmmch mauueHTs! ¢ IA/B u 11A cragu-
Aamu; Ko 2-1 (TT'2) — 6onbhbie ¢ 1B, ITIA, 1A, 1B, k 3-i
(TI'3) — ¢ HIB, IV, 1I_B, ITI A, ITI_B. Tlaunents us TI'l
nonydanu 2 6noka OPPA, OEPA; 6onbhbie 13 TI2 mno-
MUMO MHAYKIIMOHHBIX 0JIOKOB ToJjiydanu 2 6;oka COPP,
aB TI'3 — 4 6iioka COPP. JIT He nposonuau 18 % nanu-
entoB: 20 % 6onbubix U3 TI1, 15 % — u3 TI2, 16 % —
n3 TI'3. Cpenu Bcex nmaumeHToB, nonydaBimux JIT, BCB
yepe3 5 u 10 jet 6b11a 91,8 % 1 90,7 %, uyTo OKa3anoch
JIOCTOBEPHO BbIlIEe, yeM y mauueHToB 6e3 JIT — 87,1 %
u 84,4 % coorBerctBeHHO (p = 0,03). OnHAKO CTATUCTU-
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yeckd 3HauuMol pasHullbl B OB He Habmoganock. D10
uccieaoBaHue mokasano, 4to JI'T, BeposiTHO, MOXKET ObITh
OTMCHEHA MalleHTaM C PAHHUMU CTaANsIMU 3a00JIeBaHNS,
nocturmux ITP. B TT'2 BCB nmauuenTos, nosydyaBiuux JIT,
ObuTa BbIlIe, YeM y nauueHToB ¢ [1P. OTta TeHneHuus co-
XpaHsiiach 1 it 607bHbIX U3 TI'3, HO cTaTUCTUYECKU 10-
CTOBEPHBIX pa3IMuMit He ObLIO JOCTUTHYTO [23].

B wuccnegoanuu Children’s Cancer Group (CCQG)
5942 manueHTHl B 3aBUCUMOCTM OT CTaAuU TOJydYaau
4 v 6 610okoB COPP/ABV (umknodocdamua, BUH-
KPUCTHUH, TPOKapOa3uH, TMPeTHU30JI0H/TOKCOPYOUTINH,
0JICOMULIMH, BUHOIACTUH) WM 6 GJIOKOB C BBICOKMMU
JI03aMM 1IMTO3apa W 3TOMo3uaa. boibHBIE, JOCTUTIINE
nosiHoro oteeta (ITO) 1o okoHuyaHuu XT, paHAOMU3U-
poBanuch Ha noaydyenue JIT B COJL 21 Ip u orcyTcTBUE
JIT. ITon ITO moHuManu cokpaieHue oobemMa OImyXoJiv Ha
80 % BMecTe ¢ HEraTUBHBIM PE3yJIbTaTOM CKAHUPOBAHMS
C TaJuIMeM IIpM WHULHAILHOM To3uTHBHOM. Mccemo-
BaHMe Hayaioch B 1995 I 1 ObLIO JOCPOYHO 3aBEPIIEHO
10 IPUYMHE HU3KOM 0eCTIPOrpecCUBHOIM BHIKMBAEMOCTH
B rpynmne 6e3 JIT. decarunetnsss bCB y maiuenTos ¢ JIT
u 6e3 6b11a 91,2 % u 82,9 % cootBeTcTBeHHO (p = 0,004).
JlocTtoBepHbix paznuunii B OB uepes 10 et cpeau paHmso-
MU3HUPOBAHHBIX MALIMEHTOB He ObL10 [30].

Takum o6pa3oM, CTAaHOBUTCS SICHO, UTO OJHO OIpe/e-
JIEHWE MOJTHOTO aHaToMuYeckoro oreeTa Ha XT He MOXKeT
SIBJIATBCST KPUTEPUEM [IJIsT pellIeHUs BOIIpoca 00 OTMEHe
JIT. OtrcyrctBue pazHuiisl B OB B uccnenoanusix GPOH-
HD-95 u CCG 5942 npu Hanmmunu paszuuiisl B bCB ro-
BopuT 00 3(hdeKTUBHOCTH 2-1i/3-11 TWHUI Teparnm.
[MpotuBopeIMaBHAS Tepamus Bcerma 0ojIee MHTCHCHUB-
Has, yeMm Tepanus 1-it iuHun. B ee coctaB Bxoasat u JIT,
¥ BBICOKOMO3Has X T ¢ TpaHCIIaHTAaIlE ayTOJTOTMUYHBIX
CTBOJIOBBIX KJIETOK. Takue arpecCUBHBIE TTOIXO/BI €CTe-
CTBEHHO OYAYT HETaTWMBHO BIIMSITH Ha JOJITOCPOYHYIO BBI-
JKMBAeMOCTb, U cHXKeHue OB Oynet HaOm0gaTHCS MO3-
ke, ueM uepe3 10 et HabIoAeHUS.

3HaueHHe MPOMEKYTOYHOH IO3UTPOHO-3MHCCHOHHOIA
TomMorpacumn

C axtuBHbIM BHenapeHueM [1OT/KT B pmarHocTuky
JuM@poM Havasach HoBas 3pa B JieueHuu JIX y nereit. Taxk,
MOT/KT cranu akTMBHO TPUMEHSITH HE TOJIBKO TSI CTa-
MUPOBAHUS, HO U IJISI OLIEHKU CTaTyca PeMUCCUU U PaH-
HEero oTBeTa Ha Tepanuio. [1o cyTu, 6pICcTpoe NOCTUXKEHNE
[1DT-HeraTUBHOCTHU SIBJSIETCSI CBOEOOPA3HBIM MapKepOM
YYBCTBUTEIBHOCTU OITyXx0ou K XT.

B uccnenoBannu AHODO0031, nmpoBeaeHHOM TpyIIHoOi
COG, nauueHTsI 10 22 JIET ¢ MPOMEXYTOYHBIMU CTAIUS -
MU 3a00JIeBaHUS, TOCTUTIINE OBICTPOTO PAHHETrO OTBETa
nocie 2 6;okoB ABVE-PC (mokcopyoutiuH, 6JIeOMULIAH,
BUHKPUCTUH, 3TOMO3UM, LUKI0odochaMua, MpeIHUu30-

TEMATOJIOTM u OHKOJIOT MU

JioH) u pocturiuure TP nocne emie 2 610koB ABVE-PC,
ObuTM paHaoMu3rpoBaHbl Ha TtoaydeHue JIT B COM 21 Ip
u orcytctBue JI'T. Ilox OGbICTpBIM pAaHHUM OTBETOM MOHU-
MaJIi CHIKeHHe 00beMa omyxosin Ha 60 % mo nanabiM KT.
IToxn ITP noHuManoch yMeHbIIIEHUE CYMMapHOTO 00beMa
onyxoim Ha 80 % u GoJiee, HATMYKME PE3UAYaATbHOM OITy-
XOJIEBOU Macchl BHE CPENOCTEHUS He Ooiiee 2 CM, OTCYT-
CTBUE OCTATOYHOI OIMyXOJW B HEU3MEPSEMbIX y4acTKax
u poctuxeHune [1OT-HEeraTUBHOCTUM WIM HETraTUBHOTO
pe3ysibTaTa CKaHUPOBaHUS ¢ rajuimeM. [lo pesynbratam
atoro uccienosanus, JIT e ynydmia bCB y maniueHTOB
¢ ObIcTpbIM paHHUM oTBeTOM U I1P. [locTuXKeHre paHHEero
OTBETa SIBJISUIOCHh HE3aBUCUMBIM MTPOTHOCTUYECKUM (haK-
TOpoM U BiusuIo Kak Ha OB, Tak 1 Ha BCB [31].

B MyJIBTMIIEHTPOBOM UCCIENOBAHUM, MPOBOINMOM
Stanford, Dana Farber and St. Jude Consortium maumeH-
Tbl 10 21 roga ¢ I u Il cragusimu JIX 6e3 (pakTopoB pucka
(He 6oJiee 3 MMM@aTUUYECKUX PeTMOHOB, 0e3 B-cumnTo-
MOB, 0€3 MaCCUBHOM OMYXOJIM B CPEIOCTEHUU U O€3 IKC-
TpaHOAAJIBLHOTO TTOpaxKeHus) TMoJyJdaan Tepanuio 0Joka-
mu VAMP, kak 6bu10 onrcano Beiie [29]. Bcem 601bHBIM
MPOBOJMJIACH OLIEHKA PAHHETO OTBETA HA TEPaIUIoO Mocye
2 6nokoB VAMP metomamu KT- u [19T-ckaHupoBaHus
Wiy ckaHupoBaHud ¢ rajuueM. [lauuventst ¢ 1O (ymeHb-
meHre oobema onyxoiau Ha 75 % u GoJiee U HEraTUBHbIE
TI9T-ckaHupoBaHWe UK CKAHUPOBAHUE C TAJJIUEM) MO-
Jgydyanu 2 61oka VAMP. bonbHble, He gocturiuue 10,
nosay4danu 2 6i1oka VAMP u JIT B CO/I 25,5 Ip. BCB ue-
pe3 2 roga cocrasisia 90,8 % u He 3aBucena ot JIT. Oxn-
HaKO B 3TO UCCJIeOBaHWE ObLTU BKJIIOUEHBI U MALIMEHTHI
C HOAYJISIPHBIM BapUaHTOM JUMMOUTHOTO MpeodiaTaHus
JIX (36 %). CTOUT OTMETUTD, YTO OOJIBLIMHCTBO OOJIbHBIX
¢ paHHUM O0TBeTOM Ha XT ObUIM UMEHHO C 3TUM FMCTOJIO-
rudeckuM Bapuanrom (55 %) [32].

B uccnegoBanuu EuroNet-PHL-C1 ouenka pan-
HEro OTBeTa Ha Tepamnuio MPOBOAMIACH MIPU COIMOCTAB-
JICHUU NAHHBIX METOAOB CTaHJAPTHOW BU3yaIM3alUU
u [IOT. IManueHTsl ¢ ageKBaTHBIM OTBETOM MO OKOH-
yaHuu XT-unaykiuu (2 61oka OEPA) JIT He mony-
yanu. [lpenBapuTesnbHble pe3yJbTAThl MOKAa3aJIu, YTO
NaHHas1 cTparerust sBiseTcsd 3(MGOEKTUBHON, OIHAKO
JieacKatalus Tepanuuy npusesia K HEOOXOAUMOCTH U3Me-
HUTh KJIACCUYECKYIO CTpaTU(MUKAIMIO PUCKA: OOJbHBIE
¢ COD > 30 mM/u m obwvemom ormyxonu > 200 mur
¢ [ u Ila cranuamu 3a6oseBanus nepeseneHsl B TT2. Ot-
meHa JIT manuentam B TT'1 mpusena k cHuxkenuto bCB.
B Ttekymem wuccienoBanuu EuroNet-PHL-C2 0605b-
HbIE C PAHHUMU CTaAUSIMU 3a00JIeBaHUS, OTHOCSIIIUECS
K TepaneBTrudyeckomy ypoBHio 1 (TT'l ¢ yuetom akro-
poB pucka) ¢ [I9T-HeraTuBHOUN peMuccueil mojyyaroT
1 mononnutensHbll 610Kk XT COPDAC nocne uHAyk-
LIUOHHBIX OJIOKOB [14].
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3akimouenue

O4eBUIHO, YTO CTAaHIAPTOM TEepaluu NeTeil W TOA-
poctkoB ¢ JIX HOMKHBI OBITH COBPEMEHHBIE PUCK-
aganTuBHbIe TpoToKoJIbl XJIT. Bece 60sbl1ast J0OCTYyMHOCTh
MOT/KT B Hamieit cTpaHe MO3BOJISIET aKTUBHO WCITONb-
30BaTh 9TO MCCJENOBAHUE MJIS CTAAUPOBAHUS U OLICH-
KU OTBeTa Ha Tepanuio. K coxaaeHuio, ero CuCTeMHOe
MpUMEHEeHUe ellle He BHeapeHo. Kpome Toro, oTnenpbHoi
npobyiemoii B Poccuu siBisieTcs oTCyTCTBUE pehepeHCHO-
ro MepecMoTpa KaK TMCTOJIOTMYECKUX MpernapaToB, Tak
U JAaHHBIX UHCTPYMEHTAIbHBIX uccaenoBanuil. [Toatomy
IS ONTUMU3AUU TEPAITUU, CHYDKEHUS] TOKCUYHOCTU 0€3
yiiep06a n1s1 apdextuBHOCTU eueHus JIX y nereii u mon-

TEMATOJIOTHMN u OHKOJIOT MU

POCTKOB HEo0X0AUMO IpPpOBCACHUC MYJBTULICHTPOBOI'O
ncciacagoBanud ¢ ICHTPAIM30BaAHHBIM IICPECMOTPOM T'M-
CTOJIOTUYCCKUX ITPpCIIapaToB U BU3yaJIn3alvu.
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